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BBenenue

Cucrtema KpoBM MHOTOKOMITOHEHTHA U MHOTO(YHKIIMOHaNbHA. OHA BKJIIOYAET
OpraHbl KpPOBETBOPEHUS M KJIETKH mnepudepuyeckol KpoBH, OOBEIMHEHHBIC
HEUPOTYMOPAIBHON pErysiliued AMHAMUYHBIX TMPOILECCOB KPOBOOOpA30BaHUS WU
KpOBEpa3pylIeHHUs.

Hapymienuss B cucreMe KpOBU MOTYT pPa3BUBAThCS IMOJ BIUSHUEM
Pa3HOOOpa3HBIX MPUYUH, EUCTBYIONIMX KaK HEMOCPEJACTBEHHO HAa KOCTHBIM MO3T,
TaK U OMOCPEJIOBAHHO — B PE3yJIbTaTe MaTOJOTHYECKUX MPOIIECCOB, 3aTParuBarOIUX
npyrue cucteMbl. IMEHHO TO3TOMY KPOBb HA3bIBAIOT 3€PKAJIOM KM3HU OpPraHU3Ma,
aHaJu3 KPOBU CIYKHUT TEPBBIM IIarOM B JAUArHOCTHKE MHOTUX 3a00JIeBaHUIA,
MO3BOJISIET CYJIUTh O TSYKECTU MPOoIIecca U CTENEHU BBIPAXKEHHOCTH KOMIIEHCATOPHO -
IPUCTIOCOOUTENIHHBIX PEAKIIUH.

B yueOHOM mocoOuM paccMOTPEHBI COBPEMEHHBIE KPUTEPUHU JAUATHOCTUKU
aHEMHI Pa3IMYHOTO TEHE3a, OMYyXOJIEBBIX 3a00JIeBaHUN CHCTEMBbI KPOBH, a TaKkKe
reMOPpPAaruyecKuX COCTOSHUM HACIEICTBEHHOTO M TMPUOOPETEHHOTO XapakTepa.
[IpuBeneHsl OCHOBHBIE aNTrOPUTMbI AuddepeHIInaTbHON TUaTHOCTUKUA JIAaHHBIX
3a007IeBaHUl W BTOPUYHBIX IMAaTOJOTUYECKUX COCTOSHHHM, XapaKTePHU3YIOIIUXCS
U3MEHEHUSIMHU B TeMorpamme. IIpeacTaBieHbl NPUHITMIIBI COBPEMEHHON Tepamnuu U
PO UITAKTUKHY.

JlaHHO€ PYKOBOJCTBO COCTaBJIIEHO B COOTBETCTBHM C TOCYIApPCTBEHHBIM
00pa3oBaTeIbHBIM CTAHAAPTOM BBICIHIETO TPOQPECCHOHATBLHOTO O0pa3OBaHUS IO
crienuanbHOCTH «JleueOHOe MAeno» W MporpaMMod 10 BHYTPEHHHAM OOJIE3HSIM JUIst
CTYJICHTOB BBICIIIMX MEIUIIMHCKUX YUeOHBIX 3aBeficHnit. [IpenHa3zHaueHo JJisi CTYJeHTOB
5-6 kypcoB cnernuanbHocTu 060101 «JleuebHOE A€710%», MOKET OBITH UCIIOJIB30BAHO B
MOATOTOBKE BpauelH-UHTEPHOB U KJIMHUYECKUX OPJIUHATOPOB.



1. AnaTomo-u3noornyecKre 0C0O0EHHOCTH KPOBH

KpoBb - 3TO pa3HOBUAHOCTb COETMHUTEIBLHON TKaHHU, COCTOAILAS U3 KUJIKOTO
MEXKJIETOYHOTO BELIECTBA CIOKHOTO COCTABA - MJIa3Mbl U B3BELIEHHBIX B HEW KIIETOK
- (pOpMEHHBIX AIEMEHTOB KPOBU: SPUTPOLIUTOB, JIECUKOLIUTOB U TPOMOOIIUTOB.

OO0wmee KOJIMYECTBO KPOBHM B OPraHM3ME B3POCIIOIO YEJIOBEKA COCTAaBIISIET B
cpenHeM 6—8% OT MaccChl Tella, 4TO COOTBETCTBYET 4,5-6 muTpam KpOBH y MYKYHH, a
y keHIIMH — oT 4 no Sn. [lnazma coctaBusier 55% oObema KpoBH, a (hOpMEHHBIE
aneMeHThl - 45%. Kaxnplil AeHb 3TO KOJIMYECTBO KPOBU MPOXOAUT Yepe3 Cepile
6osee 1000 pas.

KpoBp obOecneunBaeT KU3HENEATEIbHOCTh OpPraHU3Ma U BBINOJIHSET
CJIE/IYIOUINE BaXKHbIC PYHKIINU:

1. TpancniopTHast yHKIUS KPOBU

. NbIXaTelbHasl - TIOCTaBIISICT KJIETKaM W3 OPraHOB JbIXaHUS
KHUCJIOPOJT U BBIHOCUT OT HUX YTJICKUCIIBIN Ta3;

. nuTaTeIbHas - PA3HOCUT IO OPraHU3MY NUTATEIbHBIC BEIIECTBA,
KOTOpBIE B MPOIIECCE MUIIEBAPEHUS U3 KUIIIEYHUKA MOCTYIAIOT B KPOBEHOCHBIE
COCY/IbI;

. BBIICNIUTENIbHASL - yHOalsieT W3 OpPraHoB NPOAYKTHl pacmnaja,
oOpa3yroluecs B KJIeTKaxX B pe3yibTaTe UX KU3HEIEITeIbHOCTH;

. pPEryJsITOpHAsE - TEPEHOCUT TOPMOHBI, PETYIUPYIOIIHEe OOMEH

BEIIECTB U pabOTy pa3HBIX OPraHOB, OCYIIECTBISIET TYMOPAJIbHYIO CBS3b
MEXIy OpraHaMu;

. 3alllUTHAs - IPOHUKIINE B KPOBb MUKPOOPTaHU3MBbI MTOTJIONIAIOTCS
u 00€3BPEKUBAIOTCS JEHKOLIUTaMHU, a SITIOBUTBHIE IPOYKThI
KUZHEACATEIbHOCTH MUKPOOPTAaHU3MOB HEUTPANIM3YIOTCS TMpPHU  y4acTUU
CHEIUATBHBIX OEITKOB KPOBH - AHTUTE.

2. KOHTPOJIb TOMEOCTa3a B OpraHu3Me

1.1 KpoBeTBOpeHue

Bce xietku, mupKynupyoonpe B nepudepuieckoil KPOBH B3POCIOTO YEIOBEKa,
MMEIOT KOCTHOMO3IOBOE IMPOMCXOXKJICHHE W BOBJEYEHBI B CJOXKHBIA Mpoliecc,
Ha3bIBAEMBIN 2eMON0330M.

KpoBeTrBopeHue (remMoros’3) — MHOTO3TAIHBIA Mporiece (OPMUPOBAHUS
Pa3JIMYHBIX TUIIOB KJIETOK KPOBU B CIEMAIU3UPOBAHHBIX OpraHax KPOBETBOPEHUSI.
B KOCTHOM MO3re OCyIIECTBISE€TCI MHEION033 — O00pa3oBaHHE SPUTPOLMTOB,
TPaHyJIONUTOB, MOHOIIUTOB W TPOMOOIIMTOB, B OpraHax JTUM(OUTHON CHUCTEMBI
MPOUCXOAUT TUM(POTI033 U co3peBaroT T- u B-mumdonuutsr.

['emomno033 siBNIIETCSl HEMPEPBHIBHBIM MPOLIECCOM, M B TEUCHHE >KM3HU YEJIOBEKA
KJIETKH Tiepudeprueckoil KpoBU MOCTOSHHO OOHOBISAIOTCA. KpOBETBOpHBIE TKaHU
00J1aJJal0T BBICOKOW MUTOTHYECKOW aKTUBHOCTBIO, T. K. B PE3yJbTaTe CTAPECHUS U
pa3pylICHUs1 €XKEAHEBHO TEPSAETCS M BOCHOJHSETCS KOCTHBIM MO3roM okoJsio 100




MJpJ. KJIETOK KpoBH. B cpenHeM 3a »Ku3Hb yenoBeka BbIpabarbiBaeTcsa okosno 5400
K TPaHyJIOUUTOB, 460 KT 3pUTpOLUTOB, 275 Kr m1uMdounuToB U 40 KT TPOMOOLIMTOB.

B 1973 rony BopoObéB A.M. u UeptkoB WN.JI. mpemyioxXuiivi COBPEMEHHYIO
CXeMY KPOBETBOPCHUS - ME€papXHyecKas MOJENb reMorod3a (MpuiokKeHue, puc. 1),
COrJacHO KOTOpPOM BCE KIETKM KpPOBU MPOUCXOJAT M3 OJHOTO HCTOYHHUKA —
CTBOJIOBOM  KJIeTKM. OJTa cxema Obula jgopaborana B 1985r.  Jlunuwm
g depeHurpOBKY BKIIOYAIOT 6 KJIACCOB KIIETOK.

1 kjgacc — MOJUIOTEHTHas cTBosioBas kpoBerBopHas kieTka (CKK), kotopas
o0nazaeT cnocoOHOCTBIO K BOCIPOU3BEACHUIO U AU(depeHIupoBKe B Oosee 3pesbie
kiaetkd. [lox BiMsSHHEM MUKPOOKpYXeHuss U remonodtuueckux @akropo CKK
OPOXOJUT HECKOJbKO JTanoB AUGdEpeHUUpPOBKU, CHEUUPUUHBIX IS KakJI0TO
poctka KpoBeTBopeHus. IlocrenenHo mnponudepatuBHas aKTUBHOCTb KIJIETOK
CHW)KAeTCcsl, M OHM MNpUOOpETaloT  XapakTepHble  MOPQOJOrHYecKue U
(yHKIIMOHAJIbHBIE CBOMCTBA 3pEIIBIX KJIETOK.

CTBONOBBIE KIIETKM BCTpedarorca ¢ uactoroi 1:10°-107 smpocomepikanux
KJIETOK KOCTHOTO Mo3ra U cocTaBlIsiioT okojo 0,01 % oT Bcex IeMONmOdTHUYECKHUX
KJIETOK. boubiias yacTh CTBOJIOBBIX KPOBETBOPHBIX KJIETOK HAXOAMUTCS B COCTOSIHUU
nokosi. [lo mopdonornueckum CBOKWCTBAM MOKOSIIHUECS KJIETKH MOXO0XKU Ha Majble
mumdonutel, B (aze nenenuss CKK momoOHBI MpUMHUTUBHBIM OJIACTHBIM KJIETKaM.
Pasmuoxxenue u nocrtostHHas penupkynsaiuss CKK ¢ Tokom kpoBu oOecneduuBaroT
HEO0OXOIMMYIO UHTEHCUBHOCTb KPOBETBOPEHUSI.

2 KJacc — MOJUNOTEHTHBIE NMPEAIECTBEHHUKH, KOoTopble, B oTiinune oT CKK,
MOTYT pa3BUBATHCA HE BO BCEX, a JIMIIb B HECKOJIbKUX (2—5) HampaBieHusx. B stor
KJIacC BXOAMUT oOIas KJIeTKa - MPEAINIECTBEHHUK MHENI0Nno33a, W3 KOTOPOH
BITOCJIEJICTBUM O00pa3yIOTCsl TPAaHYIOLUMTHI, SPUTPOIUTHI, MOHOLIUTHI (Makpodaru) u
TPOMOOIIUTHI, a TAKKE KIETKA-TMPEAIIECTBEHHUK JTUM(]OIio33a. ITOT KiIacc BKIIOYAET
Takke OOIIMe KIETKU-TIPEIIICCTBEHHUKH I HECKOJIBKMX THIOB  KIIETOK
muenouaHoro psga: KOE-I'M — mpeamiecTBeHHHKA T'paHYJOIUTOB M Makpodaros,
KOE-I'D — npexaliecTBEHHHKa TpaHyJIOUUTOB © 3purpouutoB, KOE-I' -—
OpEAIIECTBEHHUKA TpaHyjaonuuToB # Jp. CoKpalleHHble Ha3BaHUS  KJIIETOK
XapaKTepu3ylT HX  CIHOCOOHOCTH,  oOpaszoBbiBath  kojmoHuun (KOE — —
KOJIOHHEeOOpa3yrolas eMHNIIA), COCTOSAIIUE U3 Pa3HBIX KIETOK.

3 KJIacc — MOHOINOTEHTHbIE (YHUIIOTEHTHbIE) KIETKH, KOTOPbIE MOTYT
pa3BUBATHCS TOJBKO B OJTHOM HAIPaBJICHHH. DTO IMPEAIIECTBEHHUKH OINPEAECIIEHHBIX
BunoB Kietok kpoBu (IIpe-T — mpemmectBennuku T-mumdornuto u Ilpe-B —
npenmectBeHHUKU B-mumdonmtos, KOE-b — npeamectsennnku 6a3zodunos, KOE-
D03 — npenmectBeHHUKN 303uHOGMI0B, KOE-M — mpeniecTBeHHUKN MOHOIIMTOB,
KOE-D - mnpenmectBenHuku sputpouutoB, KOE-MI'Il — npenmecTBeHHUKH
TpomOo1uTOB). KlleTKH BTOPOTO U TPETHEro KJIACCOB COCTABIAIOT OK0I0 1 % OT Becex
KJIETOK TeMonod3a. Kak u cTBOJIOBbIE KJIETKH, OHU MOP(OIOTUYECKH HE Pa3IHUNMBI,
HO OTJIMYAIOTCSl Mapkepamu AudPpepeHIupOBKH.

4 xnacc — OnacTHbie (HE3pesble) KIETKH BCEX KPOBETBOPHBIX POCTKOB. [lpu
OOBIYHBIX  METOAAaX  OKpPacKM  KJIETOK  MOP(OJIOTMYECKHE  MPOSIBICHUS
nudpepeHIMpPOBKH Ha 3TOM JTale BbIpakeHbl ciabo. s Ooisiee aeranbHOM



XapaKTEePUCTUKH UCIIONIB3YIOT IUTOXUMHYECKHE METO/IBI u
MMMYHO(EHOTUIIUPOBAHHUE.

S xjacc — npoiaudepupyrolue M CO3PEBAIOIIME KIETKHM BCEX POCTKOB
KpoBeTBOpeHUsi, coctapisitomue 2—10 % knetok. KonuuecTBo ctaauii co3peBaHusl,
OXapaKTepU30BaHHBIX MOPQOIOTUYECKH, BapbUPYeT Yy pPa3HBIX KPOBETBOPHBIX
POCTKOB; OOJIbIIIE BCETO WX Y TPAHYJIOIUTOB U SPUTPOIIUTOB.

6 kiacc — camblii MHOTOYMCIIEHHBIN Kiacc (90 % KJIETOK) COCTOMUT U3 3PEeJIbIX
KIETOK, KOTOpbIE TMOCTYMalT B MNEePUPEPUUYECKYI0 KpPOBb. DPUTPOIUTHI,
IPaHyJONMUTHl U TPOMOOLMTHI, BBIMIEAIINE U3 KOCTHOTO MO3Ta B Mepudepuveckyro
KpPOBb, UMEIOT OMpeAeNieHHBIH CpoK (hyHKIHOHHpOoBaHMs. CO3peBIINE SPUTPOIUTHI
UPKYJIUPYIOT B KpoBU B TeueHue 100—120aneit. KuznecrnocoOHOCTh JIEUKOLIMTOB
MOXET K0JIeOaThCsl OT HECKOIbKUX YacoB (HehTpoduisl) 70 100-200 u Gonee cyTok
(mumonuter). TIpoAomKUTENBHOCTD KU3HU TPOMOOLIMTOB cocTaBisier oT 5 no 11
JTHEH.

[TocTerneHHO KJIETKH CTaperoT, M3MEHSETCS COCTaB (PEPMEHTOB U CTPYKTypa
KJICTOYHBIX MEMOpaH, CHWXXAaeTCs BBIpaOOTKAa OJHEPIHH, 4YTO TPUBOAWT K HX
pa3pylieHn0. MOHOIMTHI HEJONTO IUPKYIUPYIOT B MEpUPEPUUECKON KPOBH — OHH
MIEPEHOCSITCS TOKOM KpPOBH K OpraHaM W TKaHsSM W TpeBpalmarTcs B Makpodary,
o0pa3ysl cucTeMy MOHOHYKJICapHbIX (haromutoB. YacTs TUMQOIUTOB, B OTIMYUE OT
APYTUX 3penbiX (OPMEHHBIX OJJIEMEHTOB, TPHU CTUMYJSIUW aHTUTEHAMHU WIH
MUTOT€HAMH crocoOHa K mpoiudepanun (peakuus OnacTrpanchopmaiuu) u
00pa30BaHUIO KIIOHOB KJIETOK C HOBBIMH CBOMCTBaMHU.

I'emon033 BO B3pocjioMm opranusme

C MoMeHTa pOXJIEHHS M Ha TPOTSKEHUU BCEH KU3HU OCHOBHBIM OpPraHOM
KPOBETBOPEHHUSI SIBIISIETCSI KPACHBIM KOCTHBIA MO3T, B KOTOPOM M3 MOJUMOTEHTHBIX
CKK 00pa3yrorcst 3puTpOLUTHI, TPaHyJIOIUTHI, MOHOLIUTHI, TPOMOOLIUTE U PaHHUE
IpeAIeCTBEHHUKN JTUMGOUIHBIX KieTok. [locmenyromas nuddepennupoka B-
JTUMQOIMTOB TPOUCXOIUT B CeJIE3CHKE, JTUMQPATHYSCKUX Y3JIaX H JUMGOUTHON
TKaHU KHUIIIEYHUKA, a T-TMMQpOIHUTOB — B TUMYCE.

B kocTHOM MoO3re KpOBETBOpPHBIE KJIETKH HAXOASTCS B 3aMKHYTHIX HHIIAX,
00pa30BaHHBIX IEMEHTaMU KOCTHOW TKaHH, CTPOMBI M BHEKJIETOYHOI'O MaTpHKCa,
(GopMUPYIOIINX MHUKPOOKpPYKEHHE. MHUKPOOKPYKEHHE BIHUSET Ha pa3MelICHHE
reMOIO3TUYECKUX KJIETOK B  ONPEACNEHHBIX 30HAaX, CO3pEBaHUE  KJIETOK-
IPEIIIECTBEHHUKOB M IOCTYIUIEHHE 3peibIX KJIETOK B KPOBOTOK. BaxkHas ponb B
TOM HpoIecce MNPUHAIICKUT MOJEKYJIaM KIETOYHOW aAre3uu W pacTBOPHUMBIM
reéMOIO3THYECKUM (paKTopaM, MPOAYLHHUPYEMBIM KIETKAMU CTPOMBI.

30HBI KpPOBETBOPEHUS B KOCTHOM MO3T€ HE HMEIOT HEMOCPEACTBEHHOTO
KOHTaKTa ¢ KpoBblo. Co3peBIIME€ B HHUIIAX KIETKU MEPEMEIIAloTCsl B BEHO3HBIE
CHUHYCHI Y€pe3 MUTPALMOHHBIE MOPbI YHIOTENNS, BHICTHIIAIOUIETO CTEHKY CHHYCA, U
MOMAJAI0T B KpOBEHOCHOE pyciio. [lockonbKy pazMep mop HEBENHK, MPEOI0JIETh ITOT
O6appep MOTYT TOJIBKO 3peJble TIOJHOLIEHHBIE KIETKU C IACTUIHONH MEMOpPaHOM.

Paznuunble maTtomoruueckue MpoIecchl (JIEUKO3bl, METAcTa3bl OMyXoJjed B
KOCTHBIN MO3T, TSDKEJIble HH(MEKINH U JIP.) COMPOBOXKAAIOTCS MOBPEXKIECHUEM CTEHKH
KOCTHOMO3TOBBIX CHHYCOB, U B MEPU(PEPUIECKYI0O KPOBb MOTYT MOMNAAaTh HE3pEIIbIe
kJIeTku. [Ipu HapylieHHH MpoLeccOB KPOBETBOPEHUS, XapaKTEPHBIX AJS OMyXOJeH
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KPOBETBOPHOW CHCTEMBI, MOSBISAIOTCS SKCTpaMEyJUIsIpHble (BHEKOCTHOMO3TOBHIE)
oyaru KpOBETBOPEHMsI, B MEPBYIO0 OYEpeb B MECTaX 3MOPHOHAIBHOIO IeMOI033a —
MEYEHH, CEJIC3CHKE, IUM(PATUUECKUX y3TaX.

B KiIMHHMYECKOW MpaKTUKE COCTOSHHUE KPOBETBOPEHUS B KOCTHOM MO3re
OLICHMBAETCSI C IMOMOILIBIO IMUTOJOTUYECKOrO (B IYHKTaT€ KOCTHOIO MO3ra) u
TUCTOJIOTHYECKOr0 (TpenaHOOMOTNCHusl) uccieaoBaHui. B HOpMaJbHOM KOCTHOM
MO3T€ CTBOJIOBBIE W HU3KOAU(DPEpEeHIIMPOBAHHBIC OJACTHBIC KJIETKH COJIEPIKATCS B
HEOOJILIIIOM KOJIMYeCTBE. BakHOE NUAarHOCTHYECKOe 3HAYEHHE MMEET COOTHOILEHUE
MOJIOABIX U Oojee 3penbix (opM, KOTOPHIX B HOpPME B KOCTHOM MO3T€ BCeraa
OoJbIIe, a TaKXe COIMOCTaBJICHUE MHEIOrpaMMbl W KapTHUHBI HepUpepHuecKon
KpPOBHU.

Peryasinusi reMomnossa

Perynsuus KpoOBETBOPEHHsSI OCYIIECTBIISIETCS CJIOKHOM CHCTEMOMW, B COCTaB
KOTOpPOl BXOJSAT WMUTOKUHBI — TemomnodTudyeckue ¢akropsl pocra (I'OP) wu
MUKPOOKPYKEHUE KPOBETBOPHBIX KIETOK. ITO HEOOXOAMMO ISl TOJJIEP KaHUS
JUHAMUYECKOTO  PaBHOBECHSI  MEXIy  MpoIeccaMd  KpOBOOOpa3OBaHUS U
KpOBepa3pylIeHus, ASHCTBYIOIIMMHU 1O MPUHIIUITY OOpPaTHOU CBSI3U.

DneMeHThl MUKPOOKPYKEHHSI KPOBETBOPHBIX KJIETOK OOPa3yrOT TPEeXMEPHbBIH
CTPYKTYpPHBI MaTpPUKC, TJI€ CTBOJIOBBIE KJIETKH W WX MOTOMKHU NPOJUPEPUPYIOT U
muddepeHurpyroTcs A0 MOCTYIUIeHUsT B KpoBOTOK. Kietku ctpomsbl (pubpobdiiacTsl,
SHAOTEINANbHBIE KJIETKH, Makpodaru, ocTeoONacThl, aJAWMOUUTBI W  JIp.)
BbIPa0aTHIBAIOT PACTBOPUMBIE T€MOIMOATHYECKHE (AKTOPBI POCTa U IKCIPECCUPYIOT
MOJIEKYJIBI aare3ud. TakuMu CBOMCTBaMHU 00JIaJla€T U OCHOBHOM MapKep CTBOJIOBBIX
kietok — CD34. Bcero nHa moBepxHoct CKK u KieTOK-NpelieCTBEeHHUKOB
oOHapyskeHo 6osee 20 perenTopoB K MoJIeKyJiaM KJIETOUHOM aJre3uu.

[utokmHbl HeOOXomuMBl g mnpoimdeparuu, AUGPEPEHIUPOBKU U
(YHKIIMOHUPOBAHMSI BCEX TIEMOMOITUYECKUX KIETOK. OHU  OCYIIECTBISIOT
B3aMOCBSI3b MEXKJIY KpPOBETBOPHOM, HWMMYHHOM, OJHIOKPMHHOM H HEPBHOU
cuctemamMu. K IHUTOKMHAM OTHOCST KOJIOHUECTUMYIHUPYIOMINE (DAKTOpPBI pocTa
(KCD), unrepnetikunsl (MUJI), xemokunsl, uatepdepons! (MD), tpanchopmupyrommue
dakropsl pocta (TDP), pakrop Hekpoza omyxoneit (PHO).

HaubGonee w3ydyeHa (QyHKIUS KOJOHUECTUMYIHPYIONUX (akTopoB U
UHTEPIEUKUHOB. [[UTOKMHBI MOTYT BBIPAOATHIBATHCS CTPOMAIBHBIMU KJIIETKAMH
KOCTHOTO MO3ra, aKTUBUPOBAHHBIMU Makpodaramu, TuMdormTaMmu, rpanyIonuTaMH,
¢ubpobmacTamMu, HHAOTEIHAIBHBIMU KJIETKAMU U  OKa3bIBAIOT PEryJIsSTOPHOE
BO3/ICIICTBHUE HA CTBOJIOBBIE KJIETKHU.

OCHOBHYIO poJib B pecyasayuu spumponodza urpaet sputponodtud (III), k
KotopoMmy BbicOkouyBcTBUTENbHA KOE-3. Kpome Toro, DIl ctumynupyer cuUHTE3
reMoriiobnHa B 3pUTpoOjacTax M JEJNEHHE CO3PEBAIOLIUX  SPHUTPOLIMTOB.
BripabateiBaercs D11 B OCHOBHOM B TIOUYKaX, a Takke B medeHu. [Ipu rumokcun mon
BIIMSHUEM  KHCIOPOAYYBCTBUTEIBHBIX (DAKTOPOB  TPAHCKPUIILUM  MPOTYKLIHS
SPUTPOIIOITUHA B MOYKAX YBEIMUYMBACTCA. [ MIIEPIPOAYKIUS SPUTPONMOITHHA MOKET
BO3HUKATh W MPHU HEKOTOPBIX OMYyXOJSAX I[OYEK U TIEYEeHH, YTO MPUBOAUT K
YBEIIMYEHUIO KOJTUYECTBA SPUTPOILUTOB B MEpUPEPUIECKON KPOBH.




Ipanyroyumo- __u __ mononod?sz.  JdudpdepeHuupoBKka  MOJUMOTEHTHBIX
MPEAMIECTBEHHUKOB npoucxoaut mnox percreueM [M-KCO wu HWII-3. Ilpu
BocriasieHnn nox BiausgHueM WJI-1 u OHO-o mpoaykuus O3THX LHUTOKHMHOB
3HAUUTENIBHO  YCWJIMBAETCA, a COOTBETCTBEHHO  IIOBBIIMIAETCS  KOJHMYECTBO
HEUTPO(HUIIOB U MOHOLIUTOB B NepudpepruyecKoit KpoBHU.

Mezcaxkapuoyumonosz.  Pa3BuThe  NpeNUIECTBEHHUKOB  METaKapOLUTOB
unayuupyercss [M-KC®, WJI-3, UJI-6. TpoMOGonosTuH (IpOoayLHUPYETCS B TIEUECHH )
CTUMYJIUPYET KOHEYHbIE CTaiuu CO3pEBaHUs MerakapuolHUTOB u

«OTHIHYPOBBIBAaHUE» TPOMOOLUTOB, B 3TOM mpouecce ydactsyer WJI-11. Ilpu
CHUIKEHUHU KOJIMYEeCTBA TPOMOOIIUTOB BRIPabOTKA TPOMOOTIOITHA YCUIIUBACTCS.

Jlumgonossz. B  perymsiuu  aum@dorion’a  BBIICIAIOT  JBE  CTaJUU:
AHTUTCHHE3aBUCUMYIO M aHTUreH3aBucumyro. Ha mnepBoil craauum MpPOUCXOAUT
nuddepeHpoBKa npeanecTBeHHUKOB T- 1 B-1uM@dOIUTOB U3 CTBOJIOBBIX KJIETOK.
Jns T-xnetok oHa oOecrieunBaeTcsi B TUMyce (akrtopamu T-nuddepeHuupoBku —
WJI-2, WJI-7, nnsa B-xmerok — B KocTHOM Mo3re ¢ ywdactuem WJI-2, 4, 6, 7.
AHTHUTE€H3aBUCUMAsS PETYJAIUsA TMPOUCXOJUT MNPU B3aUMOJICMCTBUU PELENTOPOB
JTUMQOIMTOB C aHTUTCHOM, Tposidepalell KIEeTOK, YJ4aCTBYIOIIUX B UMMYHHOM
orBere. OOpazoBaHuE IJIa3MaTUYECKUX KIIETOK, CUHTE3UPYIONIUX crenuduieckue
UMMYHOTJIOO YJIMHBI, OCYIIIECTBIISIETCS COBMECTHO Makpodarom u T-xenmepamu 1oA
Bausinuem WJI-4, 5, 6. Illpomudepannio miasMaTHYECKUX KIETOK U CEKPEIHUIO
anturen ctumynupyrot NJI-6 u I'M-KCO.

1.2 ®dusuosiorus cucTteMbl reMocTa3a

I'emocta3 — 3TO OHA M3 BAXKHEWIIUX CUCTEM, OOECHEUYUBAIOUIUX KHUIKOE
COCTOSIHHE LHMPKYJIUPYIOIIEH KPOBH U OCTAHOBKY KPOBOTEUEHHUS MPU MOBPEKICHUU
cocynoB. B cucteme remocrasa BIICISIOT 3 3BEHA.

[lepBoe 3BEHO — 3TO COOCTBEHHO CBEPTHIBAIOIIAs cucTeMa (koarynsmuu). OHa
OpelIcTaBlieHa  MPOKOAryjasHTaMd  —  IJIa3MEHHBIMH,  TPOMOOIIMTApHBIMH,
SPUTPOLIUTAPHBIMH, JEHKOIUTAPHBIMU u TKaHEBBIMU dakropamu,
00ecreynBalIUMA B HOPME BO3MOXKHOCTh CBEPTHIBAaHHSA KpPOBU C 0Opa3oBaHUEM
TPOMOOB TOJBKO B MECT€ TIOBPEKICHUS COCYJOB, BOCCTAHABIMUBAIONINX WX
L[ETTOCTHOCTh M OCTAHABIIMBAIOLIUX TEM CaAMbIM KPOBOTECUECHHUE.

Bropoe 3BeHO — MNpOTUBOCBEpTHIBAIONIAsl (AHTUKOATYJSIHTHas) cuctema. B
HOpME »JTa CHCTeMa TPENmITCTBYeT HU30BITOUHOMY 00pa3oBaHUI0 (HUOPUHHBIX
CTYCTKOB U TPOMOOB.

Tpetbe 3BeHO — pubpuHOMMTHYECKAS (TTTa3MUHOBAsI) cuctema. OHa TU3UPYET
yKe oOpaszoBaBimecs CrycTkd (uOpuHa M TPOMOBI U OOECIEYMBAET TEM CaMbBIM
MPOXOAUMOCTh  COCYAOB  (pe€KaHanu3alus), BO3MOXKHOCTb  BOCCTAaHOBJICHUS
HEMPEPHIBHOCTU UX SHAOTEIUAIBHON BBHICTUIIKY, 3aKUBJICHUS MECTa MOBPEKACHUS U
BOCCTAHOBJICHHE KPOBOTOKA (PEBACKYIISIPU3ALINS).

MexaHu3Mbl PYHKIMOHMPOBAHNS CBEPTHIBAIONIEH CHCTEMBI

O6pazoBanne TpoMOa Mpu TpaBME COCyJa B YCIOBUAX aJICKBAaTHOU peaKIUU
3I0pPOBOTO OpraHu3Ma OCYIIECTBISAETCS JBYMs BHUJAMHU TIE€MOCTa3a: COCYJIHUCTO-
TPOMOOLIMTAPHOTO  (HEPBUYHOIO), a  TakkKe  IUJIa3MEHHO-KOAryJsIIIMOHHOTO
(BTOpPUYHOTO).
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OcTaHOBKa KpPOBOTEUEHHS HAYMHAETCA C  COCYIUCTO-TPOMOOLIMTAPHBIX
peakiuii. CHauana pa3BUBaeTCs Ba3oCla3M, UYTO OOECHEUYMBAET YMEHBIIICHHE
MPUTOKA KPOBH B 30HE TOBPEXKICHUS U CO3JaHUE YCIOBHH IS aKTUBALUU
TPOMOOLIUTOB. 3aTeM MPOUCXOAMUT ajare3us: (MpuiIMIaHue) TPOMOOIMTOB K
KOJUJIAr€HOBBIM BOJIOKHAM COCYJIMCTOM CTEHKH. B aare3smm OCHOBHYIO POJb UIpaeT
1a3MeHHbI  (akTop BunneOpanna, KOTOpHIM BBIIOJHSAET  POJIb MOCTa MEXKIY
perienTtopoM Ha TpoMmOonwurapHoii MemOpane GP 1b u cyOsHAOTENHMaIbHBIMU
komnoHeHTamMu. Ilocne sToro mox BausHueM AJ[D, KoTopas BBIACISIETCS U3
MOBPEKACHHOTO COCYy/Aa, TPOMOOIMTHI MPUIUMNAIOT K YK€ (PUKCHPOBaHHBIM Ha
paHeBOW MOBEPXHOCTH TpOMOOLMTAM U JPYT K Apyry (arperamus). B nanpHeimem,
arperatbl  YIJIOTHSIOTCA U (OpMUPYETCS TEePBUUHBIA TPOMOOLMTAPHBIA TPOMO,
KOTOpBIM U oOecrneynBaeT reMocTa3 B COCYJIaX MHUKPOLMPKYIAUMH (TIPUIIOKEHUE,
puc.2).

Koarynsiimonuslii  remocta3 SIBISE€TCSI OCHOBHBIM TPU  TOBPEKICHUU
KPYIHBIX COCYIOB U 00ecrieunBaeT 00pa3oBaHUE KPOBSHBIX CTYCTKOB, 3aKPhIBAIOIINX
MECTO TIOBpPEXICHUS apTepuidi W BeH. BbIAeNsA0T JaBa MyTH aKTHBALUH
KOaryJISIIIAOHHOTO T€MOCTa3a: BHYTPECHHUN U BHEIITHUH.

BayTpeHHuit MeXaHU3M aKTUBAIUU TPOUCXOIUT MPU MOBPEKICHUU COCYI0B
BcaeacTBue KoHTakTa daktopa Xl kpoBu ¢ 0azanbHOM MeMOpaHOW SHIOTEINHS.
Xlla-bakTop mocnepoBatenbHo aktuBupyeT XI u IX dakropsl. Ilocnennue nBa
akTUBUPYIOT (hakTop X, mpu 3ToM JericTBue dakTopa IX Ha ¢akrop X ycunupaeTcs B
HECKOJIbKO Thicsd pa3 daktopom VIII. B mrtore popmupyercs mporpombunaza (Xa
+¢. 111 + §.V +Ca++). DakTopsl IPOTPOMOUHOBOTO KOMITJIEKCA SBJISIIOTCS BUTAMUH —
K —3aBucumbiMu. X CHHTE3 NPOMCXOAUT B TEMATOLUUTAX, BCIEACTBUE ITOTO
NEYEHOYHO-KIIETOYHAs HEJOCTATOYHOCTD CONPOBOKIAETCA pa3BUTHEM
reMOpPpParnyecKoro CUHAPOMA.

AKTHBalMs KOAryJsIIMOHHOIO TeMOCTa3a MO BHEIIHEMY IYTH MPOUCXOIUT
IpU TOBPEXKIACHUU TKaHEW M TOCTYIUICHHHM B IUIa3My TKaHEBOTO TPOMOOIIACTHHA
(daktopa III), npespamaromiero ¢akrop VII B VIla, koTopslii akTuBupyet ¢paktop X.
JanpHedmuii nyTh oOpa3zoBaHusi (GUOpHUHA SABISICTCS OOIIMM JJI1 BHEIIHETO H
BHYTPEHHETO NyTH aKTUBAIUU.

VYcnoBHO Tmporecc akTUBAIMU (DAKTOPOB CBEPTHIBAHUS KPOBH MOKHO
MOAPA3AEIUTh HA TPU CTAJAUU:

1 — oOpazoBanue mnpOTpOMOMHA3bl (IIPOTEA3HOTO  KOMIUIEKCAa U3
aKTUBHPOBaHHBIX (opMm dakropoB X, V, HOHOB KajbllUsi Ha TOBEPXHOCTU
dbochomunuaos);

2 — oOpa3oBaHume TpoMOWHA W3 TMPOTPOMOWHA TIOJ JCUCTBHEM
MPOTPOMOHHA3HI;

3 — oOpazoBanme ¢ubOpuHa u3 ¢GUOpPUHOTEHA TOJ JEUCTBHEM TPOMOMHA
(npunoxenue, puc. 3).

Ha koneuHoO# cTaaum mpoiiecca CBEpThIBaHUS KPOBH PACTBOPUMBIN (HhuOpuH
cTadMIM3upyeTcs: noja AercTBreM gpepmenta — puopuHcTadmu3upyrouero Gakropa
(pakrop  XIIl), Onaromaps uyemy (QuUOPUH CTAHOBUTCS  HEPACTBOPUMBIM.
OO6pa3oBaBIIMIICS CrYCTOK KpOBU B JIalIbHEMIIIEM IIOJBEPraeTcs pETPAKUUU U
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(uOpUHONN3Y, UTO BEAET K YIUIOTHEHUIO CTYCTKa U COJM)KEHHIO KPaeB COCYIHUCTON
paHbI, 3AKUBIICHUIO ¥ peKaHAIM3AIMHN COCY/Ia.

MexaHu3MbI (GYHKIIHOHHPOBAHUS NMPOTUBOCBEPTHIBaIOMIEi
(AaHTHKOATYJISHTHOM) CUCTEMbI KPOBU

KoMITOHEHTBI ~ TTPOTHBOCBEPTHIBAIOMICH  CHUCTEMBI  TOJAPA3NEIAIOTCS  Ha
KJIETOYHBIE W TyMopaibHble. K KIETOYHBIM KOMITOHEHTaM OTHOCSATCS Makpodaru
MEYCHHU, KOTOPBIE CIICIM(PUICCKN YIATSIIOT aKTUBUPOBAHHBIC (DAKTOPHI CBEPTHIBAHHMSI
u (GuOpHMH, HE BIWAS HAa WX NPEANICCTBCHHUKH. [ yMOpaJbHBIE KOMITOHEHTHI
MPEICTABICHBl (DU3UOJOTHYCCKUMH aHTUKOATYJISTHTAMH, KOTOPbIE WHAKTUBUPYIOT
WIM WHTUOUPYIOT aKTUBHBIE (OpPMBI (PaKTOpOB CBEpTHIBaHUS KpoBHW. Cpenam HHX
HanboJyiee 3HAYMMBIMU JIJII KJIMHUYECKOW TMPaKTUKU SBISAOTCS aHTutpomOuH Il
npoteud C u nmpoTeuH S.

®dakTOpbl AHTUKOATYJISTHTHOW CHUCTEMBI IOJAPA3JCIAIOT Ha TIEPBHYHBIC H
BTOpHUYHBIC. llepBUYHBIE — OTO (AKTOPBI, TOCTOSHHO CHHTC3UPYIOIIMECS B
OpraHu3Me IS OCYIIECTBICHUS (U3HOJOTHYECKON aHTUKOATYJISSHTHOW (YHKIUH.
BTopudHble — 3TO aHTUKOATYJSHTBI, OOpasyroliuecs B OpraHu3Me B IIpolecce
CBEPTHIBaHUS KPOBU U (GUOPUHOIHU3A.

Benyuryto posk cpean nepBUYHBIX aHTUKOATYJISTHTOB UrpaeT aHTuTpoMOuH |11
AntutpoM6un |lIl B KOMIIekce ¢ TemapuHOM WHAKTUBUPYET TPOMOWH U BCE €ro
NPEIIISCTBEHHUKH. ECTh M Ipyrue NmepBUYHBIC aHTHKOArYJSHTHI (ipoTenHbl C u S,
Lo-makpornoOynuH, Li-aHTUTPUTICHH, aHTUTPOMOOTUTIACTUH | JIp.), HO OHU 00JIaJatoT
HAMHOT'0 MEHBIITUM 3 ekTom, uem antTuTpomOouH Il1.

BaxxnelmumMu cpeii BTOPUYHBIX AHTUKOATYJISTHTOB SIBJISTFOTCS :

o chopmupoBaBmuiics GuOpUH, KOTOPBIM MHAKTHBUPYET TpoMOuH (11a) u
dakTop Crtroapta-IIpayspa (Xa);

o IPOYKTHI MapaKoarysiud — MPOMEXKYTOUHbIE U TTOOOYHBIE MPOITYKTHI
npeBpaieHus GuopuHoreHa B GpuOpUH 101 BO3EHCTBHEM TPOMOHHA;

o IPONYKTHl Jaerpananuu (GuOpruHa M (GUOPUHOTCHA, BO3HHUKAIOIIUE TPH
BO3JICHCTBMM TUIa3MUHAa Ha GuOpuH ©W  (GUOPUHOTEH M OKa3bIBAIOIINE
IPOTUBOCBEPTHIBAIOIIEE JICHCTBHE.

Takum o00Opa3oMm, CBEpThIBAHHWE KPOBH CaMOOTPAHUYMBACTCS HE TOJBKO
MOBBIIIEHHEM AaKTUBHOCTH TIEPBUYHBIX AHTHUKOATYJISHTOB, HO M YBEIUYCHUEM
coJiep KaHus B KPOBU BTOPUYHBIX aHTUKOATYJISTHTOB.

Mexanu3smbl PyHKUMOHUPOBAHUA (PUOPHHOJIUTHYECKON (MJIAa3MHUHOBOI)
CHUCTEMBI KPOBH

OubprHONMUTHYECKAs] CHCTEMa HANpaBJIeHA HAa pacTBOpeHHe (HUOPUHOBOTO
CTYCTKaA. OubpuHoM3 SIBIICTCS KOHEYHBIM 3BEHOM reMocTasa,
BOCCTAaHABIMBAIOIINM  HOPMAJIbHOEC  aHATOMO-(DYHKIIMOHAIBHOE  COCTOSIHHE
MOBPEKIEHHBIX  TPOMOUPOBAHHBIX COCY/I0B. Ero akTuBanus mpuBOIUT K TOMY, YTO
KPOBEHOCHBI COCYJ] pEKaHaIu3upyeTcs. AKTHBHBIM (depMeHTOM (UOpUHOIU3A
SABIIICTCS ~ TUTa3MUH, KOTOpPBI  oOpa3yeTcss W3 CBOETO  MPEIIICCTBEHHUKA
IJIa3MUHOTEHA B pe3yjbTaTe psfa IMOCJIEeI0BATEIbHBIX peakmuil (MPUIoKEHHE,
puc.4). [lepexona mia3sMrUHOTEHA B AKTUBHBIN IIA3MHUH MPOUCXOIUT MO BIUSTHUEM
— TKaHEBOTO AaKTWUBATOPA, BBIACIAIONIETOCS W3 DHIOTENUS KANWUIIPOB TIOYEK,
MEYCHHU, JICTKUX;
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— aKTUBHUpOBaHHOTO (hakTopa cBepThiBanus Xlla;

— YPOKHMHA3bl IOYEK;

— JIN30COMAJIbHBIX (DEPMEHTOB NOBPEKICHHON TKAHU;
— CTPENTOKUHA3bI OAKTEpHUH.

[Ipu neiictBun mnazMuHa Ha QUOpUH U QUOpUHOreH 00pa3zyrTCs MPOIYKTHI
nerpaganuu  ¢ubpuna (IIADdun) wnmu Pubpunorena (IIADr) cooTBETCTBEHHO.
Oo6napyxenue nosbiieHHOro ypoBHs [1[IdH u IT[I®r Bcerna cBuaerenscTByeT 00
aKTUBaLMK PUOPUHOIN3A.

2. InddepennuaibHas TUATHOCTUKA AHEMM A, MPUHUIMIBI JeYeHUs
2.1 Kene3zonepuuTHbie aHEMUH

AHeMHUSI - TaTOJOTHYECKOE COCTOSHHE, XapaKTEPHU3YIOIIEECs CHIKCHHEM
COJICp>)KaHMsI TEeMOTrJIO0MHA W/WIM YMEHBIICHHEM KOJMYECTBA DJPUTPOIUTOB B
eauHuIle o0bemMa KpoBH. AHEMHEH CUUTAETCS CHIDKCHUE YPOBHS T€MOTJIOOMHA HIDKE
120 /1 m KomudecTBa SpUTPOLUTOB MeHee 3,5x10%? /i1 y *eHIUH; a IS MyKYUH
cooTBeTcTBeHHO HIke 130 1/ u 4,0x10%2 /.

HapymraeTcst BeIMoSHEHHE SPUTPOLIMTAMU UX OCHOBHOM (DYHKITMH - TIEpEeHOCa
KHUCIIOpOoJIa K opraHaM U TKaHsAM. OOBIYHO /IS YMCHBIICHHUS AITUX HapYyIICHUM
BKJIFOUAIOTCSI  KOMIIEHCATOPHO-TIPUCIIOCOOUTEIbHBIE ~ MEXaHU3Mbl:  yBEIIMYEHUE
CKOPOCTH KpOBOTOKa (32 CHYET YBEJIWYEHHUS YHCIA CEPACYHBIX COKpAIICHHI),
MOBBILIEHUE YTUIIM3AIMU KUCIOPOaa TKAaHSIMHU U T.1.

Kenezonepuunrnas anemuss (KIA) — 5310 pacnpocTpaHEHHOE
NaTOJIOTUYECKOE COCTOSTHUE, XapaKTepU3yIolleecsl CHIKEHUEM COJIEp)KaHMsI Keye3a
B CBHIBOPOTKE KPOBH, KOCTHOM MO3T€ W OpraHax-feno, Mpu KOTOPOM HapyllaeTcs
CHHTE3 TeMOIVIOOMHA, a TakkKe OeJIKOB, CoJAepKalux Kejae3o (MHOTIO00HH,
KEJIe30COoIepKalllie TKaHEeBble (EPMEHTHI), B pe3yjbTaTe dYero y OOJbHBIX
pPa3BUBAETCS TUTIOXPOMHAS aHEMHUS M TPOUUECKUE HAPYIICHUS TKaHEH.

N3 Bcex anemuii XKJIA sBisgeTCs camoil pacipOCTpaHEHHOW U COCTABIISIET 10
70-80% Bcex MUarHoCTUpPyeMbIX aHeMHuil y B3pociblx U 90% OT Bcex aHemuil B
netckoM Bo3pacte. B Poccum kxenezomedunutHas aHemusi BoisaBigercs y 10%
KEHIIMH JIETOPOAHOTO Bo3pacTta, y 30% - HaOmrogaeTcsi CKPBITHIN AeQUIUT jKerne3a, a
B HEKOTOpbIX perumoHax Hameill ctpanbl (CeBep, Cesepnbiii KaBka3z, BocTtouHas
Cubups) — y 50-60% naceneHusl.

K rpynnam pucka B oTHomeHnu pa3sutust JKJ{A oTHOCATCS HOBOPOKICHHBIE,
MOAPOCTKH, KEHIIUHBI JETOPOJHOTO BO3PACTA, HKEHIIMHBI B IEPUO]] OEPEMEHHOCTU U
JAKTallMM, MalUEeHThl CTapliMX BO3PACTHBIX Tpymil. BbICOKMII puUCK aHEeMHH
BO3HHUKAET MPU HU3KOM COLIMAIIBHO-KOHOMUYECKOM IOJIOKEHUHN CEMbU, TOHOPCTBE,
y Jneteil — mpu HU3KOM Bece pebOeHka mpu poxaenun (menee 2500r), ero
BCKapMJIMBAHUH TOJBKO KOPOBBUM MOJIOKOM B TE€UEHHE MEPBOTO ro/ia KU3HU.

IIpu cBoeBpeMenHoMm pacno3HaBanuu KJIA u ckpeiTOoro neduuura xenesa,
BBISIBIICHUSI IPUYMH Pa3BUTUSI 3TUX COCTOSIHUM BO3MOKHO HA3HAUYCHUE aJ€KBATHOM
Teparuu, MPUBOJISIIEH B OOJIBIIMHCTBE CIYy4aeB K U3JICUCHHUIO OOJIbHBIX.

JTHOJIOTUSA U MATOreHe3 Kele301e(UUNTHBIX AaHeMU il

13



OcHo8HOUl  npu4uHOU PA3BUTUSA KEIE30Je(PUIIUTHON aHEMUU SBISICTCS
HECOOTBETCTBUE MEXKIY NOTPEOHOCTHIO OPTaHM3Ma B XKEJE3€ U €ro MOCTYIUICHUEM.
K 3TomMy MOryT NpUBOJIHTH:

l.xpoHH4ECKHE KPOBONOTEPH;

2.HapyllIeHHs BCaChIBaHUS jKeJle3a B KUIIICUHUKE;

3.1OBBIILIEHHAs TOTPEOHOCTH B XKEJE3E;

4. HapylieHus TPAHCIIOPTA KeIe3a;

5.anuMeHTapHasi HeI0CTaTOYHOCTh;

6. BpOXKIACHHBIN AeUIIHT Kele3a.

1. Xponuueckue kposonomepu 3aHUMAIOT OCHOBHOE MECTO CpeAu MPUYUH
KA. DT KpOBOMOTEpU XapaKTEPU3YIOTCs, KaK MPAaBUIO, HEOOIBIIMM 00BbEMOM
TEpAEMON KPOBH, MOCTOSIHCTBOM U JJIUTEIILHOCTBIO, UTO MPUBOJUT CO BPEMEHEM K
MCTOLICHMIO 3aI1aCOB XkeJje3a ¢ nociueayommum passutueM KA.

MartouHble KpOBONOTEPH SIBJIAKOTCA OCHOBHOW mpuunHOW JKJIA y KEHUIUMH
JIETOPOTHOTO BO3pacTa U MOTYT HAOJIOAAThCA MIPU MEHOPPArusX pa3IMYHOro reHesa
(TpoMOoIIUTONATHN | IP.); AUCHYHKIIMOHATHHBIX MATOUHBIX KPOBOTCUCHHSIX; MHOME
MaTK{;  JHIAOMETPUO3€;  3J0KAUYECTBEHHBIX  OMYXOJAX  MaTKW;  HaJIU4YuU
BHYTPUMATOYHBIX  KOHTPAIENITUBOB,  3aJEpPKKE  IUIALEHTHI  TOCJIE  POJOB;
runieprnoauMmeHoppeu. [loatomy Bpau mpu BBISIBICHUU NMPUYMH aHEMUU Yy KCHIIUH
JETOPOIHOTO BO3pacTa JOJKEH TIIATEIBHO coOupaTh aKylepcKo-
TUHEKOJIOTHYECKN aHAMHES.

Haubonee wacroit npuumnoit XJIA y MyKYuH H KEHIIMH B TIEPHOJ
MEHOIIay3bl SIBJISIOTCS KPOBOMOTEPU M3 JKEJIyJKA U KUIleuHUKa. KpoBomorepu MoryT
BO3HUKATh MPHU PA3IUYHBIX 3a00JI€BaHUSAX CO CTOPOHBI JKENYA0YHO-KUIIEUHOTO
TpakTa (IpO3UBHBII 330(aruT, SI3BbI XKEAyAKa U 12-11.K., TOJUIIBI U OMyXOJIH JKEIyaKa
U KUIIEYHUKA, HeCTIeIU(UISCKU S3BEHHBIN KOMHUT, 00e3Hb KpoHa, KpoBOTOYAIIIHIA
reMOoppoil, TpelrHa OpsIMOM KUIIKUA U Jp.). [loaToMy /Il yCTaHOBICHUSI MCTOYHUKA
KPOBOIIOTEPH HEOOXOAMMO TIIATEIBHOE MCCIENOBAHUE HKEIyI0YHO-KUIIIEUHOTO
TpakTa ¢  HCHOJb30BaHMeM  H3HAockonuueckux (PI'JIC,  koimoHOCKOMMS,
PEKTOPOMAHOCKOIIHS), YJIbTPa3BYKOBBIX, PEHTTCHOJOTHMYECKUX, PAJTHOU30TOIMHBIX
METO0B (IpH HEOOXOAUMOCTH).

Hebunut >xenme3a MOXKET pPa3BUTBCA TakkKe MpH 3a00JeBaHUAX TOYEK,
OCIIO)KHEHHBIX MUKPO- U MaKporeMarypueil (XpOHUYeCKUN TeMaTypruIecKuii Heput
u nuenoHepput, ModekameHHass OOJIe3Hb, TMOJUKHACTO3 TOYEK, TMOJUIBI M pak
MOYEBOTO Ty3bIps, TyOepKyye3 IMOYeK); MpH 3a00JEBAaHUSX OPTraHOB JBIXaHUS C
KPOBOXapKaHbEM 7M1 KPOBOTEYEHUSIMH (pax  m;erkoro, TyOepKyIes,
OpOHXO3KTaTH4YeCKasi 0OJIE3Hb, JICTOYHBIN TeMOCHICPO3); TIPH 3a00JICBAHUSAX TICUCHU
Y TIOPTaJbHOTO TpaKTa (LUPPO3 MEUYEHNU U BHENEUEHOYHAs! OpTajJbHAsl TUIIEPTEH3US,
OCJIO)KHEHHBIE KPOBOTEYCHHMSIMH M3 BApUKO3HO PACIIMPECHHBIX BEH MHILEBOAA,
KapJIMaJIbHOTO OTJeNa JKeIyAKa, TeMOPPOMIAIbHBIX Y3JI0B); MpU 3a00JI€BaHUSIX
CepACYHO-COCYAUCTON CUCTEMBI (THUIIEPTOHMYECKAsT OO0JIE3Hh C YaCTHIMU HOCOBBIMHU
KPOBOTEUEHHUSAMHU, PACCIaNBaONIasi aHEBPU3Ma A0PTHI).

2.Hapywenus ecacvieanus dxcenesa
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BcaceiBanue xene3a npoucxXoauT B 12-epCcTHON U MPOKCHUMANIbHBIX OTHENIAaxX
TOILEN KHUILKH U BCE MATOJOIMYECKUE MPOLECCHl B 3TUX OTAENAaX KUIIEYHUKA MOTYT
MPUBOJIUTH K PA3BUTHUIO AePuIUTa xene3a. OCHOBHBIMU U3 HUX SIBIISIOTCS: SHTEPUTHI
C Pa3BUTHEM CHHJPOMA HEAOCTATOYHOCTU BCACHIBAHUS; PE3EKIMS TOHKOW KUIIKU IO
MOBOJlY HEMPOXOJIUMOCTH, OIYXOJIU U Jp.; PE3EKIMs xenyaka no merony bunspor Il;
XpPOHUYECKUI TNAHKPEAaTUT C HapyIIEHWEM BHEIIHECEKPETOpPHOUW  (YyHKUUU
MOJIKETYI0YHOM KENe3bl U JIp.

3.1losviwennas nompebHocmv UNU NOBLILEHHBIU pPACX00 Jicene3d WUMEET
MECTO MpH OepeMeHHOCTH (OCOOEHHO MpU MOBTOPHBIX U YACThIX OEPEMEHHOCTSX,
MHOTOIUIO/IMH), JIAKTAallMH, B TEPHOJ HHTEHCHBHOTO POCTa Y MOJPOCTKOB, dYallle
JIEBYILIEK M B MEPHUOJI BBI3JIOPOBIEHUS MPH JICUEHUH BUTAMUHOM Bio, 4TO CBsi3aHO C
UHTeHCUUKAIMEl HOPMOOIACTUUECKOT0 KPOBETBOPEHHSI M MCMOJIb30BAaHUEM ISt
ATUX 1enel Oonbmux 103 kene3a. [loBbllieHHas NOTPeOHOCTH B Keje3e
HAO0JII0IaeTCsl TAKXKE MPH 3aHATUSAX CIOPTOM, T.K. YBEJIMYMBAETCS MBIIIEUHas Macca,
YCUJIEHO MOTOOT/JEJICHUE BO BpeMsi TPEHUPOBOK, CHUKACTCS BCAChIBAHUE JKeJie3a B
KUALIEYHUKE TIPU TTUTENBHBIX (PU3MUECKUX MEePErpy3Kax.

4.Hapywenus mpancnopma sicenesa

KIIA MOXET UMETh MECTO MPHU CHIKCHUHU YPOBHS TpaHcheppuHa B KPOBH.
[lonoOHBIE cUTyallud MOTYT BO3HUKATh MPHU THIONPOTEMHEMHUHN PA3JIMYHOTO IeHe3a
(HeppoTuyeckuid CUHAPOM; HapyIIEHHE OEIKOBO-CHHTETHYECKOW (DYHKIIMH MEYEeHU
OpU IUPPO3axX, THKEIO MPOTEKAIOIMIMX XPOHUUECKUX TelaTuTax; alMMEHTapHas
HEJO0CTATOYHOCTh). BhIpakeHHOE CHIKEHHE YpPOBHSI TpaHCPEppHUHA MOXKET UMETh
TeHEeTHYECKHI XapakTep.

5. Anumenmapnas HeodoCmamo4HoOCmb pa3BUBaETCS BCJIE/ICTBHE
HEJO0CTATOYHOIO MOCTYIUICHHS jKele3a ¢ nuined. Pa3BuBaercs uaie y netedt mpu
npeoOialaHi B THUIIE MOJIOKA M YTJIEBOJOB, Y BETETapHAHIIEB, Y JHUI[ C HU3KUM
COLIMAJIEHO-PKOHOMHYECKUM YPOBHEM >KM3HU (U, CIEOBATEIbHO, HEPAIMOHAIbHBIM
M HEJOCTaTOYHBIM TUTAaHUEM), Y OOJBHBIX HEBPOTEHHONM W TMCHUXMYECKOU
aHopekcueil. PacturenpHas numia mo cojaepkaHUIo kene3a B 4-6 pa3 OenHee, yeM
IPOYKTHI )KUBOTHOTO MPOMCXOXKICHHUSI, U BCACKIBAETCS OHO B 3-5 pa3 Xyxke, UeM u3
Msica. MaJo coIep KHT Kelle3a U MOJIOKO (2-4 Mr/1 — )KeHCKoe, 1-2 MT/I1 — KOpOBbe).

6.Bpoorcoennvlil degpuyum dwcene3a HaOMIOAACTCS Y JETEH, POXKICHHBIX OT
Marepeil, y KOTOpPBIX OTMEYaJlach AaHEMHUS BO BpeMs OEpEeMEHHOCTH, IpHU
MHOTOKpaTHBIX pojax (0osiee Tpex ¢ MHTEPBAJIOM MEHEE ABYX JIET), MHOTOILIOAHOM
OCpPEeMEHHOCTH, Y HEJIOHOIIEHHBIX JICTCH.

Ilamozenes xene3oneUIMTHON aHEMHH CBSI3aH C (DU3UOJIOTUUYECKON POITHIO
JKejle3a B OpraHu3Me€ M €ro y4JacTHEM B IpolLeccax TKaHeBoro asixaHus. JKeneszo
BXOJIUT B COCTAaB I'eéMa - COEJUHEHUS, CIIOCOOHOIO0 OOpPaTHUMO CBSI3BIBATH KHCIOPO.
I'em mpencraBisieT coOOM 4YacTh MOJEKYJIbl reMoriodmHa u MuoriobuHa. OH
CBA3BIBAET KHUCJIOPOJ, YTO B YaCTHOCTH HEOOXOAMMO JJII COKPaTUTEIbHBIX
npoueccoB B Mblmnax. Kpome toro, rem sBiIS€TCS COCTAaBHOM YacThIO TKaHEBBIX
OKUCITUTEIbHBIX JH3UMOB - IIUTOXPOMOB, KaTaja3bl M Mepokcuaassl. B
JENOHUPOBAHUU JKEJi€3a B OPraHW3Me€ OCHOBHOE 3HAaY€HHE HMEET (PEppUTUH U
remocusiepuH. OpranusM TOJIBKO B HE3HAUYMTEJBHON CTENEHU MOXET PEryJIHpoBaTh
MOCTYIUIEHUE JKejle3a M3 MWLM M HE KOHTPOJUpyeT ero pacxogoBanue. Ilpu
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oTpuLaTeIbHOM OanaHce OOMEHa jKeje3a BHaudaje pPACXOAYETCs KelNe30 M3 JAENo

(JlaTeHTHBIM AedUIUT 3Kelie3a), 3aTeM BO3HUKAET TKAaHEBBIM JePUIUT Kelesa,

MPOSBIIAIONINIICS HapylleHHeM (EPMEHTATUBHOW AaKTUBHOCTU M JAbIXaTEIbHOU

(YHKIMU B TKAHSIX, U TOJBKO MO3KE PA3BUBAETCS JKee301e(pUIIMTHAS aHEMUSL.
Kunnunyeckue nposiienust 7KJIA

Knunuueckue nposenenus JK/[A oOycClOBJI€HBl HAIUYUEM AHEMUYECKOTO U
CUAEPONEHUYECKOTO CUHAPOMOB.

Anemuueckuti cuHOpom CBSI3aH CO CHIDKEHHMEM KOJIMUECTBa IeMOIVIOOMHA U
PUTPOLUTOB, C TEMOJWIIOLIUEN U TMIIOKCUEN TKaHEW. JIaHHBIM CUMHIPOM BKIIKOYAET
oOumme s BCEX AaHEMUN TMpOsIBICHUS: C€IabdoCTh, YTOMIISIEMOCTb, CHM)KEHUE
paboTOCIIOCOOHOCTH, OTMEUAIOTCS Pa3ApaKUTEIbHOCTh, CHIKEHHUE TMaMsITH H
BHUMAaHUS, HApYLUICHUS pUTMA CHA, TOJIOBHAs 00Jib, TOJOBOKPYKEHUE, MEIbKaHUE
«MYyIIEK» TMepej TJla3aMd, BO3MOXHBI ~ OOMOpPOYHBIE COCTOSHMSI B JYLIHBIX
MOMEILEHUSIX.

[Ipu ocmoTpe OONBHBIX OOHAPYKUBAETCA OJIEIHOCTh KOXKHBIX MOKPOBOB U
CIIM3UCTBIX 000sI04eK. biegHOCTh MOXKET OBITh C 3€JEHOBATHIM OTTEHKOM, OTCIOJA
NPOUCXOIUT cTapuHHOe HazBaHue K/IA — «xiopo3», BBEIEHHOE B MEIUIIMHCKUIA
obuxon Bapennanem B 17 Beke. XapakTepHO OTCYTCTBHE PyMsIHIIA B 00JacTH IIEK.
Hepenko oOHapyXuBaeTCsi MACTO3HOCTh CTOI, TOJICHEW, JHIa. XapakTepHbI
yTPEHHUE OTeKU — «MelKW» Haa u noj riazamu. KA oOycroBiuBaer pa3BUTHE
CUHApPOMa MHUOKaAPAHOIUCTPO(DHH, KOTOPBIA MPOSIBISIETCS] OJBIIMIKONW, TaXUKaApIAUEH,
4acTO apuUTMHUEH, TIYXOCTbIO TOHOB cep/ua, (DyHKIMOHATBHBIM CHCTOJIUYECKUM
IIyMOM Ha BEpXylIKe cepAua. XapakTepHa HAKIOHHOCTb K apTepHaIbHOU
runoreH3uu. [lpu pa3BuTun aHemMuu y OOJNBHBIX C UIIEMUYECKOM OOJIE3HBIO cep/la
(MBC), 0cobeHHO MOXUIIOTO BO3pacTa, MOTYT y4alllaTbCsl MPUCTYIBI CTEHOKAp/IUH,
YBEJIMUMBAETCS MOTPEOHOCTh B HUTPATAX, CHIXKAETCS TOJIEPAHTHOCTH K (PU3UUECKOM
Harpyske.

Cuodeponenuueckuti cunopom OOYCIOBJICH TKAaHEBBIM JEPHUIIUTOM XKejesa.
OtMmeuaroTcs:

- nucTpoUYecKHe W3MEHEHUsI KOXHM H €€ MPUAATKOB (CyXOCTh,
HIETYIIEHUE, TUMO-TUIEPIUTMEHTAUNUS KOXHM, TPEIIUHbl MATOK M JIaJloHEN),
U3MEHEHHUSI HOTTe (JIOMKOCTh U CIIOUCTOCTb, TIONEpPEYHAasi HCYEPUEHHOCT,
JOXKOOOpa3Has BOTHYTOCTh HOTTEH — «KOWJIOHUXHH»), HW3MEHEHHUS BOJIOC
(’TOMKOCTB, TYCKJIOCTD, CEKYIIUECS KOHYHKH, PAaHHEE TIOCEICHUE BOJIOC);

- AHTYJSPHBIA CTOMATUT — TPEIIUHBI U «3a€bD» B YIIIaX pTa;

- U3BpAlllCHUE BKYCOBBIX OIIYIICHUH (4Yalle BCTpPEYaeTCs Yy IKEHIIUH
MOJIOZIOTO BO3pacTa, NEeTed W MOAPOCTKOB) — JKEJAaHWE YMOTPEONATh B MUIILY MeT,
TJIMHY, YTOJIb, e/, KpYMy, ChIpo# dapii, Tecto (matodarws);

- u3BpalleHue oOOHSHUS (IaTOOCMUS)— MPUCTPACTUE K PE3KUM 3araxam
OceH3WHa, KEPOCHHA, Jlaka, HadTamuHa, THNOTrpadCKON KPacKu H Jp.;

- MbIlIeYHas c1aboCThb, aTPO(Ust MBI U CHUKEHUE MBIIICUYHON CUJTBI U3-
3a HEJIOCTAaTKa MHOTJIOOMHA;

- 4acToe MOYEHCIyCKaHHWE, HeJep>KaHHe MOYM NIpPU Kalule U CMeXe,
AHYpEe3 KaK MPOSIBICHHUS CI1a00CTU MBIIIEYHBIX CPUHKTEPOB;
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- Hapymenue ¢pynkuuu KKT (3aTpyaHeHHOE rioTaHue CyXoW W TBEpAOU
nuiy (cuaeporneHnueckas aucdarus), OTCyTCTBUE alleTUTa, B3AyTHE KUIICYHUKA,
IJIOCCUT. OJTO OOYCIOBIEHO pPa3BUTHEM JUCTPOYUUECKHX HM3MEHEHHH KIIETOK
CIIM3UCTON 0OOJIOUKH JKENy/IKa, B PSIJI€ CIyYaeB CEKPETOPHOU HEOCTATOYHOCTHIO;

- cuMnToM «cuHuX ckiep» (omucan Ocnepom B 1908  ronay)
XapaKTepU3yeTcsi CUHEBATOM OKPAacKOW WM BBIPAKEHHOM TroiyOU3HOM CcKiep. ITo
CBSI3aHO C HUCTOHYEHHEM CKJIEPhI U MPOCBEYMBAHUEM COCYIUCTON 00OJIOUYKH Iia3a;

- «cuaeponeHuyeckuilt cyodeOpmmuTeT» — JIMTEIBHOE IOBBILIEHUE
TEMIEpaTypbl Teaa A0 cyOheOpuIbHbIX LHU(P, MPOUCXOXKICHHUE STOTO CHUMIITOMA
OOBSICHUTh TPY/THO.

I[Ipu gedunmre xenmeza ocnabieHa Kak crneudduueckas, Tak U
Hecrnenuduyeckas UMMYyHHast 3aIuTa opraHuzma — OTMEYaeTcs
npenpacnoyiockeHHoctb Kk OPBU u  apyrum  uHQEKIMOHHO-BOCHIATUTEIbHBIM
npoueccaM. CreneHb BBIPAXKEHHOCTH CHUMIITOMOB HE OJMHAKOBAa M 3aBUCHUT OT
TSOKECTU U JUTUTEILHOCTH TEUSHUS aHEMUMU.

JAarHocTuka xeje3oae(puUUTHOH aHEMHHU

JlaGopaTtopHbie MCCIEI0BaHUS MMEIOT peliaroniee 3Ha4yeHUe B JUArHOCTUKE
KA. PexoMeHnmyercs BBITIOTHEHHUE OOMIEro (KIMHUYECKOT0) aHajdu3a KPOBU C
MOJICYETOM PETUKYJIOLMTOB U TeMATOKPHUTA, OMPEICICHUE Pa3MEPOB IPUTPOIIUTOB,
CPEIIHETO COJEPKaHUs U CpeHE KOHIIEHTPAIIMHU ITeMOTIIO0MHA B 3PUTPOIIUTAX.

IIpu XKJIA oTmedaeTcss CHMKEHHWE YpPOBHS T'eMOrJOOMHA W KOJIUYECTBA
SPUTPOLUTOB, TEMATOKPUTA, CHIKEHHE CPEOHEro COJEpX aHWid U CpeaHei
KoHIleHTpauu TemorjioouHa B sputponutax (MCH m MCHC, cooTBeTCTBEHHO),
cpeanero oobema sputponutoB (MCV). KonnvecTBo JEHKOIUTOB U TPOMOOIIUTOB
OOBIYHO HE W3MEHEHO, OJIHAKO TMPH 3HAYUTENBHOW KpPOBOMOTEPE BO3MOXKEH
yMEpPeHHBbI  TpoMOouuTOo3. PerukynmomuTo3 HE  XapakTepeH, HO  MOXET
NPUCYTCTBOBATh Yy MAIMEHTOB C KPOBOTCUECHUSIMHU. MOpP(HOIOrHIecKUM MPU3HAKOM
KA saBnsieTcs TUMOXPOMHS SPUTPOLIMTOB M AHU30LUTO3 CO CKJIOHHOCTBIO K
MUKPOIUTO3Y (TpuyiokeHue, puc. 3S). Ilpu BbIpa)keHHOW aHEMHUHU BO3MOKHO
ymepeHHoe yBeanueHue COD.

Jnst  Bepudukanuu Hajauuus a0COMIOTHOTO JeuIuTa JKele3a BCeM
namnueHTam ¢ nopo3peHueM Ha KJIA pekomMeHOyeTcs UCCIEAOBaTh ChIBOPOTOUYHBIE
nmokasarenu oOMeHa jkeje3a - ypoBHA (peppuTHHA B KPOBH, MCCICIOBAHUE YPOBHS
’Keye3a ChIBOPOTKA KPOBH M KOXG(OUIIMEHT HACBIIEHUS TpaHcheppuHa Kele30M
(HTX), ypoBHs TpaHchepprHa CBIBOPOTKHM KPOBH, >KEJI€30CBSI3bIBAIOIIYIO
criocoOHocTh chiBOpoTKH (OXKCC).

ITpu KJIA BBISIBASETCS HU3KUHA YPOBEHBb CBHIBOPOTOYHOTO (hEeppUTHHA,
BCJICJICTBUE HCTOIICHHUS 3ammacoB >kejie3a U TMoBblIeHHBINH ypoBeHb OXCC.
[Tokazatenu ceiBopoTouHOTO >Kene3a u kodpdurment HTXK B TunmmaHbIX ciydasx
CHW)KCHBI, a cojaepxkaHue TpaHcheppuHa B mpeaenax HopMbl (Tabim.l). OmHako
HaJW4Yue HOPMAJbHBIX U J1a)K€ MOBBIIICHHBIX MOKA3aTeNel CBIBOPOTOYHOIO XKelie3a U
koa¢durnenta HTXK, ne uckmrovaer auarao3 JKJIA, mOCKOIbKY MpHeM MallMEHTOM
HaKaHyHE HCCIICIOBAHMS >KENEe30COepKaAIIUX MpenapaToB, MsCHas JueTa WIH
npeamectByromas (3a 10-14 gueit) TpaHcy3uss SpUTPOUUTHOM MACCHl MOTYT
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HCKAa3UTh 3TH IIOKA3aTCIU, 4YTO HGO6XOI[I/IMO YUUTBIBATH IIPH OLICHKEC PC3YJILTATOB
HCCICOOBAaHU.

Tabmuna 1
JlabopaTropHble noka3aTeyu npu :xejae3ogaeduuutnoii anemuu (AKAA)
Iloka3zarenb Hopma KIA
CpIBOpPOTOYHOE KejTe30 10,7-32,2 MKMOJIB/II J
OXKCC 46-90 MKMOJIB/TT ™
HTX 17,8-43,3% N§
Tpauncdeppun 1,7-3,8r/n N
@eppuTHH CHIBOPOTKH 30-150 mxr/n N§

[Ipumeuanue: N — HOpManbHOE 3HAUEHUE MTOKa3aTeNs; | — CHUKEHUE IT0Ka3aTens; T — IOBbIIICHHE
HOKa3aTes

PazButuio KJIA mnpenmiecTByeT mnepuoj JIATEHTHOTo Jeduimra xenesa
(JIIK). JlarentHslii aedumut Keneza — OTO COCTOSHUE, XapaKTepusyrolieecs
UCTOIIEHUEM 3aI1acoB jKeJie3a B OpraHu3Me IpU HOPMaJbHOM YPOBHE TeMOTrI00MHa U
sputrpounToB. Jlabopatopubimu kputepusimu JIJDK gBisitoTcs HU3KME MOKa3aTeNH
CBIBOPOTOYHOTO *kee3a U (peppuTrHa Ha (JOHE HOPMAIBHOTO YPOBHSI TeéMOTJI00MHA

(Tabmn.2).

Tabmuma 2
Kpurepun sadoparopuoii nuarnoctuku KA u JIJIK
IToxkazarenan Hopma KIA JIIZK
JKEHIIIMHBI MYKYUHBI
I'emor100MH 120-140 r/n 130-160 r/n l N
OPUTPOLUMTHI 3,5-4,5x10'%/n 4,0-5,5x10%%/n N,| N
I{BeTOBOIi MOKa3aTe/Ib 0,85-1,0 l N
CbIBOPOTOYHOE JKeJ1e30 10,7-32,2 MkMoIb/11 l N, |
OXKCC 46-90 MKMOJIB/1 1 1
HTX 17,8-43,3% ! N, |
DeppuTHH CHIBOPOTKH 30-150 Mxr/n l l

[Ipumeuanue: N — HopMabHOE 3HAYEHUE MIOKA3ATENS; | — CHUIKEHHE TI0Ka3aTes; T — IOBBIIICHUE
MOKa3aTeJIst

Mopdonoruyeckoe uccieqoBaHUEe KOCTHOTO Mo3ra Juid auarHoctuku KJA
MajonHpopmatuBHO. HeoOX0MMMOCTh B MPOBEIECHNN MYHKIIMU U TPENaHOOUOIICHH
KOCTHOTO MO3ra MOYKET BO3HUKHYThH B CIIy4asiX YIIOPHOW, PE3UCTEHTHOMN K JICUCHUIO
aHEMUU W/WIA TIPU HAJTWYUHU JIPYTUX HUTONCHUN (JIEWKO- WM TPOMOOIIMTOTICHUN).
IIpn JKJIA, kak mpaBwio, HOpPMajibHAas KIETOYHOCTh KOCTHOTO MO3ra, peke
OTMEYAeTCsl yMEpEeHHAasi TUIepIlIa3us. XapaKTepHOH 0COOEHHOCTHI0O KOCTHOTO MO3ra
mpu JKJ[A sBIseTCS yMEHBIIICHUE KOJIWYECTBA CHICPOOIIACTOB — SPUTPOKAPHOITUTOB,
COJIEpIKaIIX TpaHyJIbl xkene3a (B Hopme 20-40%).

Y Bcex mamueHtoB ¢ KA  HeoOXOOMMO MPOBOJUTH  KOMIUIEKC
7a00paTOPHBIX MCCIACIOBAaHUN I BBIACHEHUS TpUYMHBI pa3Butusa XA u
JMArHOCTUKUA COIMYTCTBYIOIIEH TMATOJIOTUU: OWOXUMHUYECKUN aHadu3 KpPOBH C
OMpENICICHUEM OCHOBHBIX TIOKa3aTelie (YHKIMOHAIBHOTO COCTOSIHUS TEYEHH,
MOYEK, MOJKEIYIOYHOM >KEJe3bl; MPOBEJACHUE CKPUHUHIA HAa HAIMYHME BHUPYCHBIX
renatutoB B u C, BUY-undekuu, cudunuca.
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Kpome Toro, BwisiBienue JKJ[A TpebOyer mnpoBeaeHHs CTaHAAPTHOTO
KOMILJIEKCa MHCTPYMEHTAJIbHBIX MCCIIEOBAHUN NJIsl BBISICHEHUS NMPUYMHBI Pa3BUTHUSA
aHeMud. Bcem mamueHTaM C  BHOEPBBIE YCTAaHOBJIEHHBIM auarHo3om JK/IA
PEKOMEHAYETCSI NPOBEICHHUE CIEAYIOIINX HWHCTPYMEHTAJIBHBIX HCCIECIOBAHUM IS
IIOMCKA BO3MOYKHOTO HCTOYHMKA KPOBOTEUYEHUS M BBIABICHHUS COIyTCTBYIOLIEH
MIaTOJIOTUU:

— BHJOCKONMHMYECKOE W/WIIM PEHTI€HOJOTHNYECKOe MCCIEOBAaHUE KETYAOYHO-
KHUIIIEYHOTO  TpakTa (mpoBedeHue 33odaroractpoayoneHockonuu (DDPI'NIC),
KOJOHOCKOIIMU, HPPUTOCKOIKHK); B CIy4asX, KOrJa HMCTOYHUK KPOBOIOTEPH B
BepxHeM M HwkHeM otaenax JKKT Haiitu He ymaercs, HEOOXOAUMO MNPOBECTU
HHAOCKOMUYECKOE UCCIIEI0BAHNE TOHKON KHUILKH (MHTECTUHOCKOIIHUIO);

— pentrenorpadus unu KT opraHoB rpyiHON KIETKH;

— Y3 oprasoB OproiIHO#M MOJIOCTH, 3a0PIOIIMHHOTO MPOCTPAHCTBA U MAJIOro
Ta3a;

— V3U muTOBUIHOM KEJIE3bI;

— OKTI" (anexrpokapaunorpadus) u/umm IxoKC

JIOBOJIBHO 4acTO B KIMHUYECKOW MPAKTHKE BBIABISIETCS TAKOW BUJ aHEMHHU
KaKk aHeMHusi XpOHMYeckuX 3aboineBaHuil (AX3) WM aHEeMUs XPOHUYECKOTO
BOCHaJICHUs! (IIUTOKUHUHAYIIMPOBAHHAS aHEMUs). DTO aHEMHUsI, KOTOpasi BOSHUKAET Y
NAlMEHTOB € WH(MEKIIMOHHO-BOCHAIUTEIbHBIMUA MPOLECCAMU, HEOIUIACTUYECKHUMH,
ayTOMMMYHHBIMHM 3a00JI€BaHUSIMM, JUIMTEIBHOCThIO Oosiee 1-2 MecsaueB. AX3 mo
pacnpoCTpaHEHHOCTH 3aHUMAeT BTOPOE MECTO IOCHE XKejle301e(ULUTHON aHEeMUH,
OJIHAKO Y JIMII MOXKMUJIOTO BO3pacTa JAMarHoctupyercs 3HauutenbHo yamie (30-50%
CIIy4aeB).

Pa3BuTne aHeMum XpoHHWYECKHX 3a00JIeBaHUN OTMEYaeTCsl NMPHU BO3IEHCTBUU

pa3InIHbIX stuosiorndeckux  (akropoB. Haumbomee  pacmpocTpaHCHHBIC
3a00JIeBaHMS, KOTOphIE compoBoXxAaroTcs AX3, A YacToTa HUX BBISABICHUA
peACTaBICHbI B TaOHIe 3.
Tabmuua 3
OcHoBHBbIE 3200J1eBaHNs1, COMPOBOAAIOIIMeECS pasBuTHeM AX3
3aloJieBaHus1, accOUMpPYyeMble C aHeMHuel IpennosoxurenbHas
XPOHUYECKUX 3200/1eBaAHU I PacnpoCTpaHEHHOCTh AaHEMHH

MpH TaHHOM 3200/1eBAHUHU

HNudexun (ocTphle 1 XpOHUYECKHUE):
e Bupycusie (BUY-undexums);
e bakrepuaibHbIe
e ['pubKoOBbIC (CHCTEMHBIE MUKO3bI) 18-95%
e [lapasurapHsie

OnyxoneBble  3a00yeBaHMsI  KPOBETBOPHOW U
TUMGOUIHON CHCTEM: 30—-77%

L4 OHYXOJ'II/I reMOIIOATHYECKOH TKaH!
L4 COHI/I,Z[HLIC OITyXO0JI

AyToMMMYyHHBbIE 3a00JI€BaHUSL:
e PeBMaTOUAHBIN apTPUT

8—-71%
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e (CucremHas KpacHas BOJTYAHKa

e (CucrtemMHbIN BaCKyJIUT

e Capkonnos

e 3aboJieBaHUS KUILICYHUKA

e 3aboseBaHUs IUTOBUTHOM JKEE3bl

XpoHuyeckue HEMH(PEKIMOHHBIE 3a00JeBaHUS U
COCTOSIHUSI:

e Tsoxenmas TpaBMa 8 —70%
e Oxoru

e XpoHuyeckas peaklus TPaHCIUIAHTAT MPOTHB
xo3simHa (PTIIX)

e 3aboneBaHUs IEUCHU
e (Caxapnsriii nuader

XpoHudeckre 3a00JIeBaHUS TTOYEK 23 -50%

OcHoBHOI  MexaHu3M  pa3BuTuss AX3 — HUMMYHOBOCHAJTUTEILHBIH,
MOBBIIICHHAsT JKCIPECCHUs] MPOBOCTAIUTEIBHBIX ITUTOKUHOB SIBIISCTCS KIIFOYEBBHIM
3BEHOM TATOTE€HE3a aHEeMHH XPOHUYECKHUX 3a0osieBaHU. B pesynbrate Bo3neicTBus
MPOBOCTIAVIMTENILHBIX ITUTOKMHOB TMPU OCTPOH HMHQPEKIUU WU XPOHUYECKOM
3a00JIeBaHMM OTMEUAETCs TOBBIMICHHOE 00pa30BaHWE BOCIHAJUTEIBLHOrO OeiKa -
rOpMOHa TeICHUJIMHA, HW3MEHseTcs MeTabonusM kenesa. [encuaun Onoxkupyer
JIOCTaBKY eJe3a U3 KJIETOK, OJIOKUPYS aKTUBHOCTH (heppOMOPTHUHA, YTO MPUBOJUT K
HApYIICHUI0 HOPMAJIBHOTO 3PUTPOI0O33a. TakKe MPOBOCTIATUTEIbHBIE TUTOKHHBI
(uHTEpNeNKUH-6, ¢daKkTop HEKpo3a OMyXOJU-0. W Jp.) YTHETAIoT BBIPAOOTKY
HSPUTPONOITUHA HETOCPEACTBEHHO B IMOYKAX, YTO TMOJABISET MNPONH(Eparuo u
CO3PEBaHUE DSPUTPOUTHBIX MPEANICCTBEHHUKOB B KOCTHOM MO3r€, COKpAaIaloT
IPOJOJIKUTEILHOCTD KWU3HH JPUTPOLIMTOB U HAPYIIAIOT PEryJislUI0 TroMeocTas3a
xerne3a (IpUIoKEHHUE, pUcC.6).

AHeMus TpHU XPOHMYECKHX 3a00JEBAaHMAX 4Yallle BCEro JIETKOM CTENneHu
TSKECTH, HOPMOLIUTAPHOTO XapaKTepa, pa3BUBACTCS B TEUCHUE MEPBHIX 2-X MECSIICB
Ha (oHe WHPEKINHU, BOCTATUTEIBHBIX 3a00JEBAaHUN WU 3JI0KAYECTBEHHOTO
HOBOOOpPA30BaHUS M MEMJIEHHO NPOrpeccupyer. BhIpakeHHOCTh aHEMHUU YacTo
COOTBETCTBYET aKTUBHOCTH (BBIPAKEHHOCTh TEMIIEPATypHOU peakiuu, o0BeM
MOPaXKEHMS1) U JUTUTEIIBHOCTH OCHOBHOTO 3a00JICBaHMUSI.

Jlist mabopatopHoro nmoaTBepkAeHUsT AX3 1 UCKITIOUCHUS JKeIe301ePUITUTHOM
anemnn (OKJIA) mim mX codeTaHus HEOOXOJHMMO OIpeeiacHue OHOXMMUYCCKHUX
nmokasarenieii oomMeHa sxene3a. ChIBOPOTOUHBIN ypOBEHb (DeppUTHHA y MAIMEHTOB C
AX3 TmOBBIIIEH, MPU COMYTCTBYIONIEM AchUIIMTE 3Kelie3a OH CHIDKAETCA, HO
HanOoJIee HU3KUI mokaszareinsb Gpepputrra mpu KA (tadm. 4).

Tabnuma 4
Juddepenunanbuasn nuarnocruka AX3, )K/IA 1 aHeMuH CMEIIAaHHOIO T'eHe3a
ITokazaresn AX3 KIA Coueranue AX3 u
KIA
I'emorsi00nn YMmepeHnHo cHkeH | CHMKEH CHuxeHn
I'mnoxpomus 3purpountoB | Hacro Bcerna BosmoxHa
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O0beM 3pUTPOLINTOB Hopma Mukpouuros Hopwma min
MUKPOILUTO3
CbIBOPOTOYHOE KeJ1e30 YMepenHo cHuxeHo | CHUXKEHO CHMIXEeHO
OXKCC CHukeHa Wi B [ToBbilIEHA B HOopM™mE
HOpME

HTXK CHuxeHo CHIXEHO CHIXEHO
CriBopoTounblii pepputul | IToBeimen CHuxeH B Hopme
YpoBeHb rencuuHa [ToBbiIeH CHmxeH [ToBbIIEH

Takum 00pazom, Tpu xene301eHUIUTHON aHEMUU HAOJIIOIaeTCs UCTOIICHHUE
3alacoB Jkeje3a B OpraHu3Mme (CHIDKCHHME TIOKa3areliell CBHIBOPOTOYHOIO JKenesa,
HACBIIIICHUS TpaHCPepprHa ©  CHIBOPOTOYHOTO (PEPPUTHHA, KOMIICHCATOPHOE
noBbIlIeHHe 3puTponodtuHa, yBenudeHue OXKCC). Ilpu aHeMHM XPOHHUYECKHX
3a00JICBaHUN OTMEYAETCS MEepPerpy3Ka KeJe30M OPraHOB-JCIO MPH €ro CHUKEHUH B
CBIBOPOTKE KPOBH (CHM)KEHHE CHIBOPOTOYHOIO JKejIe3a U HACBIIICHUS TpaHCchepprHa,
MOBBIIICHHE YPOBHS ChiBOpoTouHOro (epputrna, OXKCC B mpeaenax HOPMBI),
HHU3Kas TPOAYKIMS OSPUTPOMOITHHA, HeaJeKBaTHAs TSHKECTH aHEMHUH; TaKKe MpHU
AX3 ormeudaercs OoJiee BhIpaKCHHAsI aKTUBAIIUSI HMMYHHON CHUCTEMBbI (TIOBBIIICHUE
rerCHIuHa).

Jleuenue xkesie301ePUUUTHBIX aHEMH I

JleueHne  HayuMHAIOT C  YCTpaHEHUS IO  BO3MOXKHOCTHU
&Kene301ePUIMTHON aHEMUU.

Jluema GonbubIx KJIA nmomkHa colepkaTh MPOJIYKTHI, OOTaThIE KEJIe30M,
OJIHAKO Ba)KHO YUUTHIBATh HE TOJBKO COJEPKAaHUE Keje3a B TOM WK MHOM MUIIIEBOM
NPOJYKTe, HO M CTENEHb BCAChIBAaHUS M3 HEro >kene3a. Haubonblee KOTUYECTBO
JKeJe3a COJAEPIKUTCA B MSCHBIX MPOJYKTax KpacHoro copra. Copaeprxkarieecss B HUX
Kene30 B BHUAE rema BcachiBaeTcss Ha 25-30%. BcacbiBanue jxeneza HU3 APYrux
KUBOTHBIX MTPOIYKTOB (sif1a, peroa) Hiwke (10-15%), a U3 pacTUTENBHBIX MPOITYKTOB
(3enenn, 0000BBIE, KPYIIBI M JIp.) BcachiBaeTcs Bcero 3-5% comepikamierocss B HUX
xene3a. [lostomy kommencammsi nedummra xeneza npu KA He MoxkeT OBITH
JOCTUTHYTA TOJIBKO C IOMOUIBIO TUETHI.

[lenpto xoHcepBaTUBHOTO JieueHus JKJIA sBisieTCS BBEIACHHUE XKeJie3a B
KOJIM4YECTBE, HEOOXOIMMOM il HOpMaJU3allMh YPOBHS TreMoryioonHa (y >KeHIIHH
120-140 r/n, y myxuun 130-160 1/1) 1 BOCHOTHEHHUS TKAHEBBIX 3aIacoB jKele3a
(bepputun chiBOpoTKH> 40-60 MKr/m). s nedeHuss U NpodIIIAKTHKH UCIIOIb3YIOT
nepopanbHbIe Tpemnaparbl cojeil jkenme3a, Hamboliee YacTo — cynbdar xKenesa.
KosuecTBEHHBIN M KayeCTBEHHBIM COCTAaB JIEKAPCTBEHHBIX NPENApaToOB JKeEje3a
BapbUpPYET:  BBICOKO- U HU3KOJO3MPOBAHHBbIE, = MOHOKOMIIOHEHTHbIE U
KOMOWHHpOBaHHBIE (Ta0I.5).

NPUYHUH

Tabmuma 5
OcHOBHBIE JIEKAPCTBEHHbIE MpenapaThbl Jkejie3a UIsi IpMeMa BHYTPb
[Ipenapar CoctaBHbIE KOMIIOHEHTHI Kon-Bo dopmbl Cyrounas
Fe2+, mr BBIITyCKa JI03UPOBKA
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®@epporpagyme | neprHas IJIacTUYeCKas 105 Jpaxe 1-2

HT CyOCTaHIMSI - TPaTyMeT

I'emodep Fe-cynbdar 105 Jpaxe 1-2

CopoOudep AckopOHuHOBas K-Ta 100 Jpaxe 1-2

Aypynec

®epporpag C | AckopOHHOBAas K-Ta 105 TabJI. 1-2

HUppanunan AckopbuHoBass u  ¢omnueBas 100 Jpaxe 1-2
KHCJI0Ta, BUT.B12, UCTENH

Hposut Ack. u osmes. k-Ta, BUT.B12 100 Karic. 1-2

Xegepoa dymapoBasi KHCIIOTa 100 Karic. 1-2

Tapaudgepon MykompoTeasa 80 Jpaxke 2-3

Torema Fe+Mn+Cu 50 aAMITYJTBI 2-4

®epperad dosnuenas KUCI0Ta 50 Karic. 2-4

depponJiekc AckopOuHOBas K-Ta 50 Jpaxe 2-4

DeH10JIbC AckopOuHOBasi K-Ta, BUTAMHHBI 45 Karic. 3-4
rpynmnsl B

DeHOTEeK AckopOWHOBasi K-Ta, BUTAMHHBI 45 Karic. 3-4
rpyn. B, HUKoTHHaAMuz

Axtudeppun | Cepun 34,8 Karic. 3-4

Deppokaib JlenmtuH, GpykTo3a 40 JpaXe 3-4

B cootBercTBHEM ¢ pekomenmanuern BO3 onTumanbHas CyTodHas go3a 2-X
BaJICHTHOI'O eyie3a (BCAChIBAETCS TOJBKO 2-X BaJICHTHOE KEJIe30) JIA JIeUEHUs
KA y B3pocibix cocrtaBnsger 100-200 mr B cyTku, aua TOpoQHIIAKTUKU
xenesonedumura — 50 Mr B cyTku. Y JeTed J03a MpenaparoB jKeje3a 3aBUCHUT OT
BO3pacTa M COCTaBIIAET 3 MI/KI B CYTKHU ISl IETEH 0 TpeX JIET, y IeTel cTapiie Tpex
net — 45—60 Mr B CyTKH, y TOAPOCTKOB — 10 120 mr B cyTku. [IpuMeHeHue xemne3a B
no3e 6osee 300 MI/CyT. HE UMEET CMBICIIA, TTOCKOJIBKY 00BEM BCACHIBAaHUS IIPH STOM
HE YBEJIUYUBACTCA.

[Ipenapater Fe3+ s mnpuema BHYTph MeHee dS(PGEKTUBHBI BBUIY
Merabonu3Ma mepea abcopOiueid, MO3TOMY HWX CyTOYHAs JIO3UPOBKA BBIIIC
(Manerodep ¢on, buodep, Peppym-iaex (keBareiabHble TabACTKH)  — 3-6
tabn./cyrku. PactBopel Fe3+ (remodep, ™ambrodep, xedepon, domupyopa)
UCIIOJIb3YIOTCS] IPEUMYIIIECTBEHHO ISl IETEH.

[Ipemapate! xene3a peKOMEHAYIOT NpuHUMaTh 4yepe3 1-1,5 gaca mocie enpl,
TaK KaK MHOTHE COCTaBHbBIC YaCTW MUIIM (TaHWUH, CONH Kayiblius, GutuH, dhochopHas
KHCIIOTa, MOJIOKO) TPEmATCTBYIOT abcopOmuu. He pexomengyercs 3amuBaTh UX
MOJIOKOM, Kope 1 yaeM (OenKu MoIoKa, KOperH U TaHWH 00pa3yroT HePaCTBOPUMBIE
KOMIIJIEKCHI C JKene3oM). BcacwkiBanme kene3a MOXKET YMEHBIIATHCS —TIpU
OJTHOBPEMEHHOM TMPUMEHEHUH PsAa MEIUKAMEHTOB (TETPAlMKIMHOBBIE Mpenaparsl,
MEHUIIMJUTMHBI, aHTallWIbl, TPOTHUBOS3BEHHBIC TMpenaparbl, MpenapaThl KaabIus).
Bxonsimue B cocTaB MHOTHX JIEKapCTBEHHBIX (OopM ackopOWHOBas W sSHTapHas
KHCIIOTHI, (PPYKTO3a, IUCTEHH | JIp. YIyUYIIalOT BCACHIBAHUE KEJe3a.

Tepanus mpemaparamMu Kejne3a TMPOBOAWTCS 10 HOPMAIH3AINHU _YPOBHS
remorao0uHa (y MyxunH 710 130 /71, y seHnmH g0 120 1/1), a 3aTeM emie 2-3 mecsiia
JUTsL BOCCTAHOBJICHHSI YPOBHS Kejie3a B JIeNno. B 3aBUCHMOCTH OT CTEMEHU TSHKECTH
aHEeMUU U JePUITTA Kelie3a MPOIOJDKUTEITFHOCTD JICUCHUSI COCTABISET 4-6 MECAIIeB.
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Jlua ¢ JaTeHTHBIM JIeQUIMTOM jKelle3a TaKKe HYXKIalTcs B (epporepanuu B
OOBIYHBIX CPEIHECYTOUHBIX JO3MPOBKAaX B TEUEHUE TPEX MECSLEB, YTO MPHUBOJIUT K
BOCIIOJIHEHUIO Ie(PUIUTA jKeJie3a B JIETIO.

KoHTpone 3(p(}EeKTUBHOCTH JIeUEHUS OCYUIECTBISETCS MO KIMHUYECKUM
nokazareiasiM  (CyObEeKTUBHOE  YIYYIICHHE CaMOYYBCTBHS), a TakKkKe IO
nabopaTopHbIM JaHHbIM (Ha 7-10-b1ii neHp OT Havana ¢eppoTepanuu XapakTepeH
PETUKYJIOUUTApHBIA Kpu3). [IpupocT ypoBHS reMoriiobnMHa W 4Yuciia 3PUTPOLIUTOB
HaOoAaeTcs Iuib Ha 3-4-0i Hejese OT Havyajia JIEYeHUs,, BOCCTAHOBIIEHUE YPOBHS
CBIBOPOTOYHOTO Kene3a — uepe3 2-3 Mecslla, HopManusauus ¢QeppuThHa B
CBIBOPOTKE — uepe3 5-6 MecsleB OT Havaja (epporepanuu.

Ha ¢one nepopanbHOro nmpuMeHeHus: MpernapaToB *Kejne3a MOTYT OTMEYaThCs
JUCHENICUYECKUE  paccTpoilcTBa  (METAJUIMYECKUH BKYC BO  PTY, UYBCTBO
auckoM@opTa B AOUTacTpalbHOM 00JacTH, TOIIHOTA), 3aMopbl, WHOTJA Iuapes.
Pa3BuTue 3amopoB cBsi3aHO ¢ 00pa30BaHMEM B KHUIIEYHUKE CEPHUCTOIO JKeJe3a,
SBJISIIOIIETOCS.  AKTMBHBIM ~ WHTHOUTOPOM  (PYHKIIMM  TOJICTOTO  KUIIICYHHUKA.
[IpumeHeHue  BBICOKOJIO3MPOBAHHBIX  NPEMapaToOB  Keje3a  COMPOBOXKIAETCA
yBEJIMUEHUEM 4acToThl M0004HBIX 3(dexkToB co cropoHbl XKT. ¥V HexkoTopbix
OONBHBIX, OCOOEHHO JeTeil, Npu NPUMEHEHWU TMpenapaToB coJield Kernes3a
POUCXOJUT KOPUYHEBATOE OKpAaIlMBaHWE SMaju 3y0OB, MO3TOMY ISl MpUeMa
KUJKUX JIEKapCTBEHHBIX (POpM Kene3a (CUpor, pacTBOp) HEOOXOAUMO HCIOIB30BATh
TpyOOUKY WJIM COJIOMUHKY. He nMeeT KIIMHUYECKOro 3HAaYeHHs 4acTO MOSBIISIOIEecs
TEMHOE OKpairBaHue kajga. CoBpeMeHHbIe MTpenapathl jkeie3a A MpueMa BHYTPh B
BUJIE KalCyJl TMEPEeHOCSATCS 3HAYUTEIbHO JIydllle, KaK IPaBHJIO, HE BBHI3BIBAIOT
060YHBIX 3P HEKTOB.

B nacTosiiiee BpemMsi HaKarIMBalOTCs JOKA3aTeNbCTBA TOTO, YTO MIPUMEHEHHUE
HU3KOJI03UPOBAHHBIX MPENAPATOB XKeje3a KOPOTKUMH KypcaMu (2 HEAEIU B MECSIT)
WIK aJbTEPHUPYIOMIMMU PEXKUMaMH (4epe3 JeHb B TeUCHHE Mecslla) uMeeT Oolee
BBICOKYIO 3(P(EKTUBHOCTP M MEHBIIYI0 YacTOTy MOOOYHBIX 3(P(dEKTOB, YeM
NPUMEHSBIIUECS paHee BBICOKOIO3WPOBAHHBIC Mpernaparbl, B TOM YHCIE B BHIE
MOBTOPHBIX (2-3 pasa B JIcHb) IPUEMOB.

Ilokazanuna 0na napenmepanvHO20 66€0eHUA NPENAPAMOE dcene3a:

1. octpas s3Ba xemyaka Wi 12-nepcTHOM KUILIKY;

2. HapylIeHUE BCAChIBAaHUS MPU MATOJIOTHH KUIICYHUKA (TPEIIIECTBYIOMIAs
PE3EKIMsl TOHKOTO KHINEYHUKA, BOCHAIUTENbHBIE 3a00JICBaHUS KHUIIIEYHUKA
(s13BEHHBIN KOJIHT, O0JNe3Hb KpoHa), cHHIpoM MaahabcopOIum);

3. mamuenTtam ¢ XBII B nmpenrani3HOM U TUATH3HOM ITeprUoax;

4. mnepen OOIIMPHBIMU ONEPATUBHBIMU BMEIIATEILCTBAMHU

[Ipu mnapeHTepallbHOM BBEACHUM MPEMAPATOB JKEjie3a Yalle BO3HUKAIOT
MOOOYHBIC PEAKIINH:

— nokanbHbIe (PIeOUTHI, BEHO3HBIM CHa3M, NMOTEMHEHHE KOXH B MECTax
WHBCKIINH, TOCTHHBEKIIHOHHBIE a0CIIeCChI)

— CHCTEMHBIE. 3arpyAUHHbIEC 00, TUTIOTOHMS, MAPECTEe3UH, 00U B MBIIIIAX,
apTpairuy, JIUXOpajJKa, aJJIePTUUECKHe peaknuu (KpamuBHUIA, aHAPUIAKTHYSCKHUMA
mok (1% mnarueHToB). XpoHHUECKAsl Teperpy3ka XKeiae3oM NPUBOJUT K
reMOCHIEpO3y U TEMOXpOMATO3Yy.
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CoBpeMeHHbIe npenapaTsl s HapeHTEePaJbHOrO BBEJICHUS

®epoOuton (B/M, 50 mr Fe++), skrodep (B/M, 50 mr), umdepon (8/M, B/B, 50
Mmr), dheppaenut (B/B, 62 mr), deppym-iex (B/B, B/M, 50 mr), BeHodep (B/B, 50 mr),
kocmodep (B/M, B/B 50mr), depumxext (200mr B/B OGomtocHo uiau 1000mMr B/B
KanenbHo). B 1-p1if 1eHp 0ObI4HO BBOIUTCA NpoOHas no3a (1 mi B/M), 3aTeM mpu
XOpoIIel MEePEeHOCUMOCTH — MO 5 MJ B/B wiM 2MJI B/M dYepe3 jeHb, Bcero 7-10
uHbekIui Ha Kypc. Kypcosas no3a ne 6onee 1300-1500 mr Fe2+. V nereii cyrounas
no3a — 25-50 Mr B 3aBUCUMOCTH OT BO3pacTa.

I'emompancgysuonnyro mepanuro npu XA npoBOAAT JUIIb O )KU3HEHHBIM
MOKa3aHUsAM, TMPU HAIMYUM TPU3HAKOB THUINOKCHUM  MO3Ta, BBIPAKCHHBIX
reMOJAMHAMUYECKUX HAPYIICHUSIX (HAJIMYWE TUIMOTOHUM, OJIBIINIKA U TaXUKaApAUU B
NOKO€ WJIM MpH HE3HAYuTeNbHOW (u3nyeckod Harpyske). Takke remoTtpancdys3uu
nokazanbl npu KA y MNOXKWUIBIX TAIMEHTOB B CBSI3M C HAJIWYHMEM Yy HHX
BBIpOKCHHON rumnokcuu u umemuu, 4dacto Ha ¢oue HBC. Ilpu stom 1emnsio
reMoTpaHc(y3uil SIBISICTCS HE TMOBBIIICHHE YPOBHS T'eMOrjIo0MHA 10 HOPMBI, a
yIy4IlIeHHE COCTOSHMS OOIBHOTO.

K/IA y 6epemennnvix

[Ipu OGepemeHHocTH  pa3BUBaeTcs  (U3MONIOrHYECKass  TEeMOAMIIIOINMS
(rumpemMusi), 4TO TIPOSIBISETCS CHUKEHHUEM KOHIIGHTPAIIMOHHBIX TIOKazaTenel —
reMorjo0rHa, JPUTPOLIUTOB, TEeMAaTOKpuUTa. Y OEpEeMEHHBIX KEHIIMH aHEeMHEeH
CUMTAETCS COCTOSIHUE, MPU KOTOPOM YpOBEHb reMoriioonna Hrke 110 r/i.

Bricokass uvactora paszButusi JKJ[A B mepuon OEpeMEHHOCTH CBsi3aHA C
MOBBIIEHHON TOTPEOHOCTHIO B JKele3e, OCOOCHHO NP TOBTOPHBIX M YaCThIX
OepEeMEHHOCTSIX, MHOTOIUIOANH, TIPH UIUTENbHBIX JakTanusax. OnpeneaeHHy poib
UTpaIOT UMEIoUTUECs 10 0epeMeHHOCTH (HaKTOPhl pUCKa B TUIAHE PAa3BUTHS aHEMUU
(TumnepnoIUMEeHOppes, FEMOPPOUIATIbHBIE KPOBOTEUEHUS, KAPUO3HBIE 3yObI U T.11.).

KA y 6epemenHbIx o0baHO quarHoctupyetcs Bo Il u lll—em tpumectpe u
TpeOyeT KOppEeKIMU MpernaparaMu kenesa. JKenaTenbHO Ha3HAYCHUE MPENapaToB C
acKopOMHOBOM Kuciaotod. Butamua A B |-oM TpumecTpe MOXET BBI3BAaTh ypOJICTBA
wiofga, BUTamMuH E — Hapymaer mmaneHtapHoe kKpoBooOpamienue. [loatomy
Ha3HAYEHUIO 3TUX BUTAMUHOB HY>KHO MOJAXOJUTh C OCTOPOKHOCTHIO.

B cootBercTBUU ¢ pekomeHnanusamu BO3 mns npenynpexaeHus aepuinra
Keyne3a U aHEeMUU Bce OepeMEHHBIC JKCHIIMHBI HAa MPOTSHKEHUH 2-3 TPUMECTPOB
OCpEeMEHHOCTH M B T€UEHHE 6 MECSIEB JIAKTAIMH JIOJDKHBI MPUHUMATH MpEnapaThl
xene3a. [lpu wammumm JKJIA ¢depporepanus mNpoOBOIUTCS B CPEAHECYTOUHOU
ne4eOHOM  JTO3UpPOBKE, MpPH  OTCYTCTBUM JAepUUUTAa Kele3a Ha3HAYAITCS
npodpuiakTuaeckue a03b1  (50Mr/cyrt). JleweHme mpemaparamMu keie3a  JIOJDKHO
MPOBOJMUTHCS ~ BTEUEHHE BCEl OEpPEeMEHHOCTH W B NEPUOJ JAKTAlUMU. ITO
HEOOXOIUMO JIUII KOPPEKIIMH aHEeMHUH y OEpPEeMEHHBIX M MPO(MIAKTHKN Pa3IAYHBIX
HapylieHui (OCIOXHEHHSI B POJIaX, CKIOHHOCTh K MOCJIEPOJAOBBIM MH(MEKUHUIM), a
TaKKe I MpeaynpexJIeHus nepuuuta sxkenesa y mionaa. I[lapeHtepanbHbld MyTh
BBEJICHUS XKeJe3a i OONbIIMHCTBA 0€pEMEHHBIX CIEYEeT CUUTATh HEMPUEMIIEMBIM.

Ocnoeoii mepanuu AX3 saBnsercs 5>PQGEKTUBHOE JIEUEHUE OCHOBHOTO
3a00J1€BaHMs, KOTOPOE MPUBEIIO K Pa3BUTUIO aHEeMUU. JledeHue cOOCTBEHHO aHEMUHU
MIPOBOJMTCS. JIUIIbL B TOM CIlIy4ae, €CJIM OHa YXYJIIAeT KaueCTBO >KM3HMU Mal[UEHTa
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WM 3aMeUISIET BOCCTaHOBJIEHHE B MPOLECCE Tepallui OCHOBHOIO 3a0oneBaHus. [l
KOppekuu aHemMuu Ha (oHe AX3 BO3MOXKHO MPUMEHEHUE TeMOTpaHCcy3uid
SPUTPOLIUTCOJCPKAIIMUX  KOMIIOHEHTOB  KpOBM  (IIpU  TSKEJIOM  aHEMUH);
MCIIOJIb30BAaHUE MPENapaTtoB MJsi CTUMYJISIUM SPUTPONO33a (SPUTPONOITHHBI) U
Ha3HAUEHUWE TMapeHTEepalbHBIX MpenapaToB xkene3a (MpU  MOATBEPKICHUU
a0CoJIIOTHOTO AeduIuTa Kees3a).

Crnenyer OTMETUTh, YTO LIENbIO MEpPEMBaHUs KOMIIOHEHTOB KPOBHU B JIaHHOU
CUTyalluu SIBJISIETCS HE YCTpaHEHHWE aHEMHUU KaK TaKOBOM, a JUIIb YIY4IICHHUE
OOIIEro COCTOSHUSA TMAalKUEHTOB, MX BOCCTAHOBJICHHE IIOCIE MPEAIIECTBYIOMIEH
XUMHUOJTYYEBOU Teparuy ¥ TMOBBIIICHUE IEPEHOCUMOCTH (DU3NYECKON HATPY3KH.

Tepanust pekOMOMHAHTHBIM HpUTponodTUHOM (p-OII0) s KOppekuuu
aHemuyeckoro cuHapoma npu AX3 nHaubonee o>PdextuBHa npu  XBII,
3JI0KaYECTBEHHBIX HOBOOOpa3zoBaHuax, MJC-pedpaktepHoii aHEeMuUU, pa3IUUHBIX
BapHaHTax JIeWKo30B, peBMaTougHoM aptpurte. Tepanuss OIIO compoBoxkaaeTcs
yIy4dIlIeHUEM KauecTBa JKHU3HM TAIIMEHTOB M CHIDKCHHEM TIOTPEOHOCTH B
nepeNnuBaHusSX  dputporutapHord  maccel.  [Ipumenenue  OIIO  saBisercs
11eJIeCO00pa3HbIM y MAIIUEHTOB, MOJYYAIOIINX XUMUOTEPAIHI0, MPU HATMYUK aHEMUU
nerkod cteneHu  (ypoBeHb TremoriioomHa Huxe 100 rv/m). IleneBoit ypoBeHb
remorjo0OuHa nmpu HazHadeHuu p-2110 — 120r/m1.

Jo3b1 p-OI1O ompenensitoTcss B 3aBUCUMOCTH OT 3a00JICBaHUM, MPUBEAIINX K
pazeutnio AX3. Eciu mnokaszarenu reMmoriioOmHa uepe3 4 HeIeNW Teparnuu
MOBBICUIIUCH Kak MUHUMYM Ha 10 r/m, go3a 31O MoxeT ObITh OCTaBlieHA MpEXKHEN
win cHmxeHa Ha 25-50%. Eciau ypoBeHb reMoriioonHa B T€YEHHE 3TOTO BPEeMEHHU
noBbicuiicss MeHee yeM Ha 10 1/, yBenuuenue no3e1 ICII HenenecoobpazHo. B atom
clly4ae HaJl0 UCKIIOUMTh Hajduuue neduimTa xene3a (PyHKIIMOHAIBLHOTO XapakTepa,
IIPU €r0 MOATBEPKACHUU TOKa3aHO HA3HAUYEHUE MPENapaToB jKejie3a BHYTPUBEHHO.

[Ipu naznauenun p-OII0 HEOOXOAMMO YUUTHIBATH MOTCHIHAIBHBIA PUCK
TPOMOOTHUECKUX OCJIOKHEHUH (Hanmuurue TpoMO030B B aHAMHE3€, MPOI0JKUTEIbHBIH
nepuos; UMMOOMIIM3AIMKA WM OTPAHMYEHHOW AaKTUBHOCTH, a TaKXKe JIUTEIbHOE
OPUMEHEHHE TIIIOKOKOPTUKOCTEpOUIOB). llpu Hanmmuumm [axke OIHOrO0 M3 3THX
¢dakropoB npumenenue p-I110 BO3MOKHO JIUIITE C OCTOPOKHOCTHIO.

I[Ipu  comyrtctByromeM  abcomtoTHOM — nedummre  kene3a  OOJNBHBIM
pPEKOMEHAYyeTCsl JOMOJHUTEIbHO Ha3HayaTh IpenapaThl jKejle3a MMapeHTepajbHoO,
MIOCKOJIbKY BCAaChIBAaHHE jKeJie3a B IBEHAALATUIIEPCTHOM KullKe Tpu AX3 1OAaBIEHO.
Tepanus sxene3om He pekoMeHJyeTcsi y manueHToB ¢ AX3 0e3 MOATBEpKIECHHOTO
nepurTa Kene3a Mpu BBICOKOM WM HOpMalbHOM ypoBHE (epputmnHa (60mee 200
MKT/JI) - ®W3-32 pUCKa pa3BUTHS MOOOYHBIX 3 ¢dekToB. M30BITOYHOE KOIUYIECTBO
&Keje3a MPUBOAUT K OOpPa30BaHMIO TOKCUYHBIX THAPOKCHI-PAJUKAIOB, YTO MOMKET
BbI3BaTh TMOBPEXKJACHUE TKAHEW W YBEJIMYUTh PHUCK CEPIACYHO-COCYUCTBIX
OCJIOKHEHUH.

BuytpuBennas Qepporepanusi ¢ MaTOr€HETUYECKOW TOYKHM 3peHusi Ooiee
nenecoodpasHa nmpu AX3, OJHAKO €CIM OHAa MCHOJb3YETCS B BHUJI€ MOHOTEpAIIHH,
BO3MOKHO ()OPMUPOBAHUE PE3UCTECHTHOCTHU K TE€pPANUU. ITO CBS3aHO C HEAIEKBATHO
Hu3kor mnpoaykuuen OIIO, xapakrtepHoit must AX3. Ilostomy Haubonee
s pexTuBHOM cxemoil neueHuss AX3 siisieTcsi KOMOMHHUPOBAHHOE MCIOJIb30BaHUE P-
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OIIO u BHYTpPUBEHHBIX MpeMapaToB Kejie3a, NP TaKOM CIoco0e Tepanuu
nocTuraeTcst 6osiee ObICTPOE MOBBIIICHUE YPOBHS I'eéMOIIO0UHA.

PaccmarpuBaeTcs mpuMEHEHHE MPENapaToB MOHOKIOHATBHBIX AHTUTEN IPHU
AX3 (Tomunuzymad, Cutykcumab), KOTOpbIE OKa3bIBAIOT HUHTUOUpYIOlIee 1eHCTBUE
Ha BBIPAOOTKY ITUTOKMHOB WJIM aKTHBHOCTH TCTICHJIMHA, TEM CaMbBIM ITOBBIIIAOT
JOCTYIHOCTH KeJie3a Ha (POHE aHEMUU XPOHUUECKUX 3a00JICBaHU.

2.2 Merano6acTHble aHeMUHM

Meraso6yacTHbIEe AHEMHUM — 3TO AaHEMUHU, BBI3BAHHBIC HAPYIIIEHUEM CHUHTE3a
JHK u PHK B »spurponmrax, XapakTepu3ylOIIHECs MErajo0JacTHBIM THUIIOM
sputpornonsa. K napymenusim cunresa JJHK u PHK npuBoaut vamie Bcero neguuut
BuTaMuHa B1y U GosiveBoit KUCIOTHI.

Buramun Bpo—nepuuurHasi aHemMuss —  MakpouUMTapHas ~— aHEMWMS,
oOycioBieHHas AePUIIUTOM BUTaMHUHA Bi1p, OTIIMUUTETBHBIMU MOP(OIOTHUESCKUMHU
MPU3HAKAMHU KOTOPOU SIBISFOTCS THIEPXPOMHUSI SPUTPOIIUTOB M METAIOOTACTHBIN
APUTPOIIOI3; XapPaKTEPHBI Takke MOPQOJIOTHYECKHE AHOMAIUHM JPYTUX POCTKOB
KPOBETBOPEHHUSI B KOCTHOM MO3r€, LMUTONEHUM U TUIEPCErMEHTAlUs SJep
HEUTPOPUIOB B KPOBH, YaCTOEC PA3BUTHE IICUXO-HEBPOJIOTHUUYECKUX CHMIITOMOB
(pyHUKYISAPHBIN MHENO03).

B opranusme B3pocioro 30poBOro 4esIOBEKa COAEPKUTCS 3-5 MI' BUTAMHUHA
Bi12, u3 Hux 1-2 Mr B neuenu. Butamun Bz — 3TO € JMHCTBEHHBIN BOJOPACTBOPUMBII
BUTaMHH, KOTOPBIA MOKET HAaKaIUIUBaTbCd B OPraHU3ME€ B 3HAYUTENIbHBIX
konmuecTBax. [Ipuyem 3amachl €ero HACTOJNBKO BEIIMKH, YTO TPEOyeTCs B CpPeaHEM 5
JIeT JUIsl pa3BUTHS Je(UIIUTA 3TOTO0 BUTAMUHA MPU HAPYIIEHHOM €ro MOCTYIUICHUH U
BCaChIBAHUHU.

BaxxneHmmuMu UCTOYHUKAMU OOECTICUeHHsI OPTaHU3Ma YeJIOBeKa BUTAMHUHOM
ABIIAETCS MSICO, pbIOa, siflla, MOJOKO M MOJOYHBIE MPOAYKTHL. OBoOIIHU, (PYKTHI,
3€pPHOBBIE MPAKTUYECKHU HE coAepxar BUTaMUH B1p. B muimie Butamun Bio cBs3aH ¢
oenkom. Ilpu kynuHapHON 00paOOTKE MHUIMU, a TAKXKE B KEIYJIKE IMOJ JIEHCTBHEM
COJITHOM KHCIIOTHI M TPOTEOIIUTUYECKUX (PEpMEHTOB BUTaMUH Bio BhICBOOOXIaeTCs
u3 numy. Jlanee OH COEMUHSAETCS C TaCTPOMYKOMPOTEHHOM (BHYTPEHHHU (HakTop
Kactna), koTopslif BeipabaThiBaeTCs MapueTaIbHBIMU KJIETKaMU B PyHIATBHON YacTH
¥ B 00JIACTH TeJa JKenyaKa. 3aTeM B 12-TepcTHOM KUIITKE MPOUCXOIUT PaCIICTIICHHUE
3TOTr0 KOMIUIEKCA «BUTaMUH B1y+TacTpoMyKONpOTEHH» U BCaChIBAaHUE BUTAMUHA B1o
B KPOBB, IJI¢ OH COCIUHSACTCS C TPAHCIOPTHBHIMU O€JIKaMU — TPAHCKOOATIaMUHAMH.
TpanckobanaMUH AOCTaBIAET BUTAaMUH Biz K meyeHn U KOCTHOMY MO3Ty. B KocTHOM
MO3Te€ BUTaMHUH Bi12 HCIIONB3yeTCs ISl KPOBETBOPEHUS, B IEUYECHU — JACIIOHUPYETCS U
B JIaJbHEHIIIEM MOCTYNAaeT MPU HEOOXOMUMOCTH B KpoBb. YacTh BuTamuHa B1p w3
[IEYCHU B COCTABE JKEJIUM CHOBA ITOCTYNAET B 12-MEPCTHYIO KUIIKY U B JAJIbHEHIIEM
BCAChIBAETCS COTJIACHO BBILICONMMCAHHOMY MEXaHU3MY.

IIpuunnbl fepuuuTa BuTaMmuHa Bio:

1. Hapymenue BcachiBaHUS BUTaMUHA Bip B kenynke (MEepHULIMO3HAS
aHeMHusi (HaJIM4YM€ ayTOAaHTUTEN K BHyTpeHHemy (akropy Kacrtna), TortambHas wu
cyOTOTanbHasi pe3eKIus KelyaKa, pak xenyaka). Hapyiienue BcachiBaHUS B TOHKOM
KHIIIEYHHUKE (CIIPY, XPOHUUECKUM SHTEPUT, TUCOAKTEPUO3bI U AP.)
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2. KoHkypeHTHOE TMOTrJIONICHHEe BHTaMHHA Biy (MHBa3HMsS IIMPOKUM JICHTEI[OM

(mupULI000TPH03), AMBEPTHUKYIIEC3 C U3MEHEHHEM ()JIOPHI).

3. AnuMeHTapHbI Je(ULHUT — CTPOroe BEreTapuaHCTBO.

4. T1oBbIIEHHBIN pacxo/ BUTaMUHA (MHOTOIUIOIHASE O€PEMEHHOCTh, XpOHUYECKas
TeMOJIMTHYCCKAsT aHEMHUSI, THPEOTOKCHUKO3)

5. CHuxeHue 3anacoB BUTaMuHa Bio (BbIpaXeHHBIN IUPPO3 TIEUEHN ).

IlaTorene3. Ilpu npedpunure BuTamMuHa Bi2 BO3HUKaeT JneQuIUT
METWJIKOOalaMHHa, YTO IPUBOJUT K HAPYIICHUIO CUHTE3a THMUJIMHA, BKIIFOYAEMOTO B
JIHK, Bcnencteue storo Hapymarorca cunare3 JJHK u mponeccel MuTOo3a B KiIeTKax
opranu3ma. Haumboisiee 3HAUUTENBHO CTpPajarOT OBICTPOpPACTYIIME TKAHU — KIICTKH
KOCTHOT'O MO3Ta, SMUTEINN KeTyT0YHO-KUIIEUHOTo TpakTa. KieTku KOCTHOro Mo3ra
yTPauuBaIOT CIOCOOHOCTh K HOPMaJIbHOMY co3peBaHui0. OCOOEHHO BBIPAKECHBI
HapYIIEHUSI CO CTOPOHBI KPACHOTO KPOBETBOPHOT'O POCTKA - MOSABISAETCS OOJBIIOE
KOJIMYecTBO MeranobnactoB. Kpome Toro, neduuut metuinkoOasaMuHa NPUBOJUT K
HapyIICHUIO co3peBaHus »nurenuaibHbix kKietok JKKT, pasBuBaercs arpodus
CIIM3UCTONM OOOJIOUKU JKENyJKa M TOHKOro KuileuyHuka. HemoctaTok kodepmeHTa
JI€30KCUAICHO3WIIMETIIIKOOAIaMiHA TPUBOJAUT K HAPYIICHUIO OOMEHa JKUPHBIX
KHUCJIOT ¥ HAKOIUICHHIO B OOJIBIIIOM KOJWYECTBE TOKCUYHBIX JIJII HEPBHON CHCTEMBI
METUJIMAIOHOBOW W NPONMUOHOBOW KuciIoT. B orcyrctBue ButamuHa B
METUIIMAJIOHOBAsI KUCIIOTa HE TpPEBpaIlaeTcs B SHTAPHYIO KHUCIOTY. B pesymnbrarte
yKa3aHHBIX HapyIICHUW pPa3BUBACTCS MOBPEXKIACHHE 3aJHUX M OOKOBBIX CTOJIOOB
CIMHHOTO MO3ra, HACTyHaeT JEeMHUENMHU3AIMs, a 3aTeM JIeTeHEepalus HEPBHBIX
BOJIOKOH B CIIMHHOM MO3T€ U CIIMHHOMO3TOBBIX HEPBAaX, UYTO MPUBOJIUT K Pa3BUTHUIO
@DYHUKYIAPHO20 MUEN03d.

Kannnka. YV OonbmuHCTBA OOJNBHBIX CHUMIITOMBI TOPaXEHUS CHUCTEMBbI
OpraHOB TUIIEBAPEHUS MOTYT OBITh HauOoJee paHHUMHU MpU3HAKaAMU 3a00JICBaHUS.
BonbHbIE j)XamyrOTCsl Ha CHI)KEHUE UM OTCYTCTBHE amleTHTa, OTBPAIICHHE K MACHOU
MUIIE, OIIYIICHHE TSKECTH B SIUTACTPAIbHON 00JIacTU TOCHe €lbl, OTPBIKKY
ChEJICHHOHN THUIIEH WM BO3TyXOM, 00Jb U MOKEHUE B SA3bIKE, B 00JIACTH JIeCEH, T'yO0.
MoryT OBITh IOHOCHI, YEPEIOBAHUE 3ATIOPOB U MOHOCOB, OOIH B KUBOTE. YKa3aHHBIC
XKaIoObl  OOYCIIOBIIEHBI ~ Pa3BUTHEM TJIOCCUTA, AaTpOPUYECKOTO TacTpuTa u
aTpo(UUECKUMH U3MEHEHUSIMH CIM3UCTON 000J0YKH KUIIICYHUKA.

HeBponoruueckass ~ cUMOTOMaTUKa  MPOSBISIETCS ~ NApPECTE3UsIMU U
HApYIICHUSIMHA TaKTHJIBHOH YYBCTBUTEIBHOCTH (4yBCTBO OHEMEHHUS 10 THITY HOCKOB
U TEepYaTOK, «METYIIMHAs» MOXOJKa, OUIYIICHHE MOJI3aHUS MYpalleK [0 HOoram),
OONEBBIMHU ONIYIICHUSMA B KOHEYHOCTSX, CIA0OCThIO B HOTax, OCOOEHHO IpHU
ObICTpOli X0mb0€ W TOABEME TO JIECTHUIE. B THKENbIX ciydasx pa3BUBAIOTCSA
nepudeprudeckiue mape3sl W mapanuud. [lpw BBIpaKECHHOM TMOPAKEHUHM 3aHUX
CTOJIOOB CITMHHOTO MO3Ta MOKET HACTYIUTh HapylieHue (PyHKIIUU Ta30BBIX OPTaHOB
(Hepepkanvie Moud W Kana). HeBponormueckue CHUMNOTOMBI YMEHBIIAIOTCS WIH
MCYE3al0T MPU CBOEBPEMEHHOM BBEJCHHMHM BUTaMHHA Bip, Korjga mnoOBpexaAcHUS
oOpatumbl. Eciiu 3amenienus Butamuna By He npoucxoaut, To uepe3 1-2 roma 3ToT
MPOIIECC 3aKAHYUBAETCS CMEPTHIO.

IIpu ocmotrpe OonpHBIX oOOpaiaer Ha ceOs BHHUMaHUE OJIENHOCTb KOXKH C
JTUMOHHO-KEJITHIM  OTTEHKOM M  CyOMKTEpUYHOCTh CKjiep (B CBSI3M C
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runepomMpyonHeMueii, 00ycIoBICHHON reMoiau3oM). XapakTepHa OJyTJIOBATOCTh
JINIA, IIaCTO3HOCTH B oOjacTu rojieHed u crom. Otmedaercss rioccut Hunter
(«J1aKUpOBaHHBIN» S3bIK C aTPOPUPOBAHHBIMU COCOYKAMH, MOTPECKABIIUUCS, C
y4aCTKaMH BOCHAJICHUSI SIPKO-KPACHOTO IBETAa W M3BA3BICHUSIMHU). AHAJIOTHYHBIC
MPOIIECChl MOTYT OBITh Ha CIM3UCTOM 000JI0YKE MOJOCTH pTa, ropjia M TJIOTKH.
Hepenko naGmronaercst yBelIMUECHHUE MEUCHU U CENIe3€HKH. AHEMHUS 00YCIIOBIHUBAET
pa3BUTHE CHUHIPOMA MHUOKaAPAUOAUCTPOPHUHU, KOTOpasl MPOSBISETCS TaxUKapAueH,
MPUTIIYIIEHHOCThI0 TOHOB CEp/lla, CUCTOJUYECKUM IIYMOM B 0O0JIAaCTH BEPXYIIKH
cepana. Ilpu ObICTpOM pa3BUTUU aHEMUU Y OOJBHBIX MOXET BO3HUKHYTH
NEePHUIIMO3HAs KOMA.

JAuarnocTuka u (udpdepeHunaIbHAsA IMATHOCTUKA

Pemraromiee 3HaueHWEe B JHMArHOCTUKE JIAHHOTO 3a00JIEeBaHHMS HMEIOT
uccieoBanrue nepudepruyeckoil KpOBU U KOCTHOTO Mo3ra (mpuioxkeHue, puc.7). B
reMOrpaMMe BBISIBIISIETCSI TUIIEPXPOMHAsI aHEMUSI C YBEJIIMUEHHUEM CPEJIHEro o0bema
sputpouutroB (MCV), cpeanero conepxanus remoriobuna (MCH) B spuTponuTax,
BBIPQKCHHBIH aHU30IMTO3 M MONKMIONUTO3, Makpouuto3 (d sput.>12MKMOJB/N).
MCHC ocraercs B nipefienax pedepeHTHbIX 3HaueHn. Koan4ecTBO peTHKYIOIUTOB
Yaiie  CHIDKEHO, KOJIMYECTBO  JICHKOIIMTOB W TPOMOOIIMTOB  CHHKEHO,
TUNIEPCErMEHTalUsl siiep HEUTPOPHUIIOB, XapaKTepeH OTHOCUTEIBHBIN JTUM(OINUTO3,
HelTponeHus, yckopenrne COD. Bo MHOTHX MeramonuTax 00HapyKUBAIOTCS OCTaTKU
snapa (koabia Kebora, Tenbia XKosm).

B OuoxumuueckoM aHaiaM3e KPOBH TPH PA3BUTHH CHHIPOMA TeMOJIn3a
SPUTPOIIUTOB YAaCTO OTMEUAETCS YBEJIWUECHHE HEMPSAMOTo OMIupyOMHA M YMEPEHHOE
MOBBIIICHUE COJAEPKAHUS JKejle3a B CHIBOPOTKE KPOBU; YBEIWUYECHUE AKTUBHOCTH
JIUAT.

AHaJIM3 TyHKTaTa KOCTHOTO MO3ra HMMEET pellalpliee 3HauyeHUe s
IIOCTAaHOBKM JHMarHo3a Bip-neuinutHolt aHemuu. B Mwuenorpamme BBISBISIOTCS
pacIIipeHre dpUTPOUTHOTO POCTKA, IMOSBJICHUE METa001acTOB Pa3IMUHON CTEIICHH
3peNoCTH (Merao0IacTHBIH THII KPOBETBOPCHHS), HaOI0IAF0TCS
TUIIEPCErMEHTUPOBAHHBIC  HEUTpOPMIBl, a TakKe CHHKEHHE  KOJIMYeCTBa
TPOMOOIIMTOB (HEMTOCTOSIHHBIN MPU3HAK).

Bo3MoxHO ompezeneHue ypoBHA BUTaMHUHA Bi2 B KpOBH — ompesnenseTcs
HU3KOE cojzieprkanure BUTaMuHa Bz (<150mr/min). DonaTel CHIBOPOTKH - B HOPME WIIH
MOBBIIICHBI, HO MOJKET BCTpPEYAThCA W codeTaHwe aeduiura oO00MX BUTAMHHOB.
[TyHKITMIO KOCTHOTO MO3Ta HE0OXOIMMO BBIMOJIHATH JIO Ha3HAYeHUs BUTaMuHa B1o (B
TOM YHUCJI€ B COCTAaBE IMOJMBUTAMMHHBIX KOMIUIEKCOB), T.K. YK€ IOCJE€ IEepBBIX
WHBEKIIMHA HMCYE3aI0T JHATHOCTHYCCKH 3HAYMMBIC MOPQOJIOTHYCCKHE aHOMAIIUH
KJICTOK SPUTPOHMIHOTO POCTKA | HCCIIeIOBaHUE OyaeT HeMH(OPMATUBHBIM. Takxke
HE PEKOMEHIYEeTCS TaIlMeHTaM ¢ TOJ03peHHeM Ha Bix- AehuUIMTHYIO aHEMUIO
HAYWHATh JICUCHHWE IIMAaHOKOOAJJaMHMHOM JIO B3STHS KPOBU IS TPOBEICHHUS
7a00paTOPHBIX HCCICAOBAHMN HEOOXOAMMBIX i1 Bepudukanuu aeduuuta
BUTaMHHa Bio.

[Tocne ycraHnoBneHuss auartHo3a Biy -medunuTHONW aHeMUU HEOOXOIMMO
BBISICHUTH NPUYMHY JaHHOTO 3a0oseBaHusa. Bpau Bcerma MOmKEH MOMHUTH O TOM,
YTO MerajoOJjiacTHas aHEeMHUS MOXKET COYETaThCsS C pakoMm kemyaka. [loatomy Bcem
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OOJBHBIM C MErajoOJacTHOM aHeMuel HeoOX0auMO 00s3aTeIbHO IPOBOJAUTH
O®T'IC u GHorcHIo CAU3UCTON 000JIOUKH JKEITyAKA JIJIsl UCKIIOYEHHUs OHKOIIpoliecca.
I[lo pesynbraram O®I'JIC wyacto ompeaensitorcs aTpoPUUYECKUe HU3MEHEHUS
CIIM3UCTON OO0OJOYKM MHUIIEBAPUTENBHOTO TpakTa. [l WCKIIOYEHHs TIIMCTHBIX
WHBA3Ul y BCeX OOJBHBIX C 203MHOPMIHNEH 00s3aTEIbHO MPOBOAUTCS MCCIIETOBAHHE
Kaja Ha TMapasuThl (HEOJHOKPATHOE), cepojoruueckue peakuuu. Crlemyer Takxke
BBISICHUTD, HE MTPOM3BOMIIACH T OOTBPHOMY OIEpalys Ha JKelyake u ee o0bem. Bis -
nepUINTHAS aHEeMHsI pa3BUBAETCS 4epe3 3-5 JeT mocie TacTPIKTOMHU B CBSA3H C
OTCYTCTBHEM CEKpeInu ractpomykomnporenHa. [Ipm pesekumum 2/3 sxemynka Bio -
nepUINTHAS aHEMUST Pa3BUBACTCS PEIIKO.

Butamun-Bio nedpunutayro aHeMur0 HeOOXoIuMo Ougpgepenyuposams ¢
aHemuei Ha (oHe neduruTa GosareBoi KucaoTel (Tadi.6).

dDonuneBoaepuIUTHASA AHEMUSA

donueBas KHUCIOTa SBISETCS BOJOPACTBOPUMBIM BHUTaAMHUHOM. CyTodHas
notpebHocTh B PonueBoit kuciote coctasisier 100-200 mxr. B opranusme yenoBeka
conepxkutcst 5-10 Mr 3TOr0 BUTaMUHA. 3anachl (POJMEBON KUCIOTHI MPU HAPYIIEHUU
ee MOCTYIUICHUs McYeprbiBaloTcs 3a 4 Mecsua. BecacbiBanue (onatoB mpoUCXOAUT B
12-nepcTHON KHIIKE M NPOKCHMAIBLHOM OTHENE TOIIEH KHIIKH, a 3aTeM OHa
NOCTYIAET B NIEYEHb U OBICTPO Mpodauepupyromue KIeTKh KOCTHOro Mo3ra. Bmecre
c BUTaMUHOM B1y (donmeBas KuciioTa ydyacTByeT B CHHTE3€ MypPUHOBBIX OCHOBAaHMUIA,
koTopeie BXxoasaT B coctaB JIHK u PHK. Ilostomy mpu e€ nedunmre pasBuBaetcs
Merayo0JyiacTHas aHeMHs.

Ipuuyunbl gepuuuta GojimeBol KUCIOTHI:

e AJMMEHTapHAas HEJOCTATOYHOCTh — YacTO Pa3BUBAETCS y AETEH I'PYIHOTO
BO3pacTa IMpU BCKAPMIIUBAHWU KO3bMM MOJIOKOM M Pa3JIMYHBIMU MUTATEIbHBIMU
CMECSMH, COJCpXAIIMMH OYEHb MaJlo WIM He colepXamumu (ojaTos; mnpu
UCKJTIOYEHUH U3 MUIIU OBOIIEH, GPYKTOB, Msica.

o [loBbimenHas moTpeOHOCTH (B mepuoj 0EpEMEHHOCTH; Yy JAETeil MepBOro
rojla *U3HH, a TAKXKE B IEPUOJ HHTEHCHUBHOTO pPOCTa M IOJOBOTO CO3PEBAHUS;
XPOHUYECKHE BOCIAJIUTENbHBIE 3a00JeBaHUsA; Ha (OHE XPOHUYECKOTO TeMOJIU3a
SPUTPOIIMTOB; 3II0KAYECTBEHHBIE HOBOOOPA30BAHN).

e Hapymenue BcacblBaHUs (CHpPY, XPOHUYECKUH aJIKOTrOJW3M, KHILIECYHBIE
WHOEKIUN, PE3eKIMsl TOHKOW KHUIIKH, OIMYyXOJIeBble 3a00JeBaHUS TOHKOTO
KHUIIIEYHUKA U JI.).

o [lpuem psama nEKapCTBEHHBIX TMpENapaToB - AaHTArOHUCTOB (HOITHEBOM
KACIOTHl. K HUM OTHOCATCS TPOTHUBOAMWICNITUYECKHE TpermapaTsl TUPEHWT H
rekcamuauH, OapOutypaThl, xumuomnpenaparsl (6-MII, ruapea, meToTpekcar),
[IUKIIOCEpUH (MMPOTHBOTYOCPKYJIE3HBI aHTUOMOTHK), OwcenTon, cymbdacaia3uH U
Ap.

Kaunuka. ®onueBoneduiutHoit anemuet OOJICIOT yale BCEro JeTH, JIMIa
MOJIOZIOTO BO3pacTa, OEpeMEHHbIE JKEHIIUHBI U JIULA, 3JI0yNOTPEOIAIOMNE ATKOTOJIb.
s nepunura QosieBo KUCIOTHI HEBPOJOTUUECKUE MPOSBICHUS HE XapaKTEPHBI.
OTMeuaroTcsi MpOsIBJICHUST 00IIEaHEMHUUYECKOTo XapakTepa (ciabocTb, HEJOMOTraHue,
rOJIOBOKPYKEHUE,  IMOTEeMHEHWe B  rjazax “  T.Ja.). Moryr  ObITh
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racTPO3HTEPOJIOTMUYECKUE HAPYIIEHUS, KOTOPHIE BbIPAaKEHbI 3HAUUTEIBHO MEHBIIE 110
cpaBHEHUIO C Bip-nepuuutHol aHemueil (TOLIHOTA, OTCYTCTBUE amlleTUTa, AUapes,
4acTO NPUBOJALIASA K HapylleHuto nutaHus). IIpm ocmorpe oOpaiiaer BHUMaHUE
0JIEMHOCTh KOKHBIX TOKPOBOB U CIM3UCTBIX O00OJIOUYEK, CYOMKTEpUUYHOCTH CKJIIEP.
MoxkeT oTMeuaTbCs YMEpPEHHAasl CIUIEHOMerayius (HEMOCTOSHHBIM MpU3HAK) H
MPOSBIICHUS] MUOKApIUOAUCTPODUH.

JAuarnocTuka u 1udpgepeHunaIbHaAss AMATHOCTUKA

B nepudepuueckoit  KpoBM  ompenensercd TUIEPXpOMHas  aHEeMus,
MaKpOLUTO3, MMONWKUIOLMTO3, AHU30LUTO3, CHIKEHHE YPOBHS PETUKYJIOLUTOB,
neiikoneHusi, TpoMOouTOoNeHusl. B OMoxumMudeckoM aHanu3e KpOBU - TOBBIIICHHUE
HenpsiMoro OwnupyOuHa (BCJIEACTBHE IeMOJM3a 3PUTPOLUTOB). B KocTHOM Mo3re
OTMEUAETCs  THUIEpIUIa3usi  KpPacHOro  KPOBETBOPHOTO  POCTKA,  MOSIBICHUE
MErajio0JiacToB, = THIEPCETMEHTUPOBAHHBIX  HEUTpopuioB.  JMarHocTHueckoe
3HaUEHUE HMMEET OompenesieHue YpPOBHS (OJIMEBOM KHUCIOTHI B CBHIBOPOTKE KPOBH
(Hopma 3-25 ur/mi) u sputpouuTtax (100-425 ur/mi).

Knunnyeckas kapTuHa U J1abopaToOpHbIE JaHHbIE NMpU (oJIMeBOAEHUIIUTHON
aHEMUU B 1I€JIOM COOTBETCTBYIOT TakoBbIM Tpu Bio-gedunutHoil aHemwuw.
HuddepeHnnanbHO-TMarHOCTUUECKHE PA3IUUUSg MEXKAY HHUMH TPEJCTaBICHbI B
Taduie 6.

Tabmnumua 6
JAnddepennuanbHO-IMATHOCTHYECKHE PA3THYUSA MeXKTY BUTAMUH Bio-nedpuuurHoi
aHemuei u ¢poameBogepUUNTHONH aHeMuUel

Ilpusnaxku Bi-nepuuurHas anemusi | PosmeBoepMUMTHAA aHEMUS
Bo3pacT 601bHBIX OOBLIYHO MOKUIOH Yarie MoJionoi
I'acTpakTOoOMNSsI B aHAMHeE3e YacTto Her
ATpodunuecknii rjoccut | XapakTepeH He xapakrepen
Hunter
DYHUKYJISAPHBII MHEJI03 XapaktepeH He xapakrepen
Conep:xanue B KkpoBH | CHUXKEHO HopmainbHoe
BuTammuua B,
Conepxanue (¢osmeBoii | B cbiBOpoTKE — MOBBINIEHO, B | CHHXKEHO
KHCJIOTHI B CBHIBOPOTKE M | SPUTPOLUTAX—
IPUTPOLUTAX HE3HAUYUTEIIbHO CHUYKEHO WJIN

HOPMAaJIbHOE

IIpo6a ¢ rucTHIMHOM OtpunarenbHas [lonoxurenpHas
CyrouHasi  3KCcKpenMsi ¢ | YBEJIMUYCHA Hopwmanbnas
MO0 METHJIMAJIOHOBOM
KHCJIOTHI
Bausinue ButamumHa Bi Ha | 3HAUUTENBHO YBEIMYUBAET He Bnuser
coJep:KaHue PEeTHKYJIOLHMTOB
B KPOBH

Jleuenune Merayio0J1aCTHBIX aHEMUH

Bcem mnammeHTam ¢ yCTaHOBIEHHBIM JUarHO30M Bip-nepuuutHON aHemMuu
PEKOMEHAYyeTCsl  MPOBEJICHHE TEpalnuu  [apeHTEPaJbHbIMU  JIEKAPCTBEHHBIMU
npernaparaMu BuTamMuHa Bio -mimanokoOanamuH B go03e 500-1000 mkr B cyTku Ti/K
wi B/M, 2-4 Henenm (nepuon Haceimienus). I[lpu Bio- medunmrtHOM aHemuun 6e3
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SBHBIX HEBPOJIOTMYECKUX TMPOSBICHUM CyTOYHAas Jl03a I[MaHKoOallaMMHA He
npesbimaer 200-500Mkr. B ciywyae pa3BUTHS JIEKAPCTBEHHOIO AJIEPrUYECKOTO
JIepMaTuTa Ha BBEJCHUE I[MAHOKoOallaMMHa, BUTaMUH Bi» coderaloT cC
npeaHu3ogoHoM 0,5 MI/KI BHYTPh M aHTUTMCTaMUHHBIMU mOpenapaTtamu. l[lpu
MOBTOPHBIX BBEJCHHUAX IMpernapara yaaeTcs H30exkaTh pa3BUTHUS HEXKeNaTeIbHBIX
aJUIEpPrUYeCKUX Peaklnil MyTeM YMEHbIIEHHUs J03bl uaHokoOantamuua g0 100-200
MKI/CYTKH, YTO HE CHIKAET 3(ppexkTuBHOCTh Tepanuu. [lokazaTenem 3¢ dekTuBHOCTH
JICYEHUS SBJISIETCS HACTYIJICHUE PETUKYJIOIMTAPHOTO KPU3a Ha 5-7-0i JIeHb Teparuu.

Y MHOrux mnanueHToB Ha ()OHE JieYeHUs BUTAMUHOM Bi2 W akTHUBU3aIuuU
APUTPOIIOI3A MOXKET MPOSIBUTHCS TEDUITUT kKeje3a, KOTOPhIN MPEnsITCTBYET MOJTHOM
HOpMaJIM3allUM TOKa3aTeJie KpacHOW KPOBU W TpeOyeT CTaHAAPTHOTO JICYCHUS
npernapaTtaMu Keyesa.

[oanepxxkuBaroiiiasi Tepamnusi ¢ IeIbI0 CO3/IaHUs «3amacoBy BUTamMuHa Bio B
nedyeHu npoBoauTes 1o cxeme: S00 MKr yepe3 JeHb B TeUeHUe 2-X HeAeNb, Jajee 1Mo
500 Mkr 1 pa3 B HeZe0 B TeUEHUE MecsIia, B nocieaytomeM mo 250-500mkr 1 pa3 B
MECSII TIOXKU3HEHHO (B 3aBHCHMOCTH OT IOKa3aTelieil TeMOorpaMMbl K BO3pacTa).

[TaimenThl ¢ Merano0JIacTHOM aHEMHEW Bcerja IUIOXO aJanTHPOBAHBI K
QHEMHH, TIOCKOJIbKY METa0OJMYeCKUe HapYIIEHUS KacarTCsi HE  TOJBKO
KPOBETBOPEHHMsS, HO W BCEX OPraHOB W CHCTEM, TIJe€ MPOSBIACTCS KIETOYHAs
nuctpodus (Beiencreue HapymeHus cuate3a JJHK). B cooTrBercTBUmM ¢ 3TMIM BOTIpOC
HA3HAYECHUSI 3aMECTUTEIIbHOM TEpamnuu SPUTPOLUUT-COACPKAIIUMUA KOMIOHEHTAMHU
KpOBU PEIIAETCS Ha MHAUBUIAYAIbHOW OCHOBE. [[allMEHTHI MOXKUIIOTO U CTAPUYECKOIO
BO3pacTa 3a4acTyr TpeOyIOT MPOBEACHHUS T'€MOKOMIIOHEHTHOH Tepamuu Jaxe Mpu
YMEPEHHOM CHIKEHHH TeMoriobuna (1o 75-85 r/m).

JleuebHas mo3a hoaueBor KUCIOTHI COCTaBisAeT 5-15 Mr/cyT (B cpeaHem 1o 3
Tab. 3 pa3a B JICHb) Ha NPOTSHKCHUU 4-6 HEAenb A0 JOCTHIKEHUS KIMHUYECKOM
pemuccuu. OP(HEKTUBHOCTH TEpanmuu OIEHUBAETCA IO YBEJIMYCHUIO YHUCIA
PETUKYJOIMTOB B  mepudepuueckoil kpoBu ¢  4-6-ro  1OHSA  JICUCHHS.
[Ipodunakrrueckas go3a GpoarueBo KUCIOTHI cocTaBisieT 1 Mr B cyTku. Takyro xe
7103y Ha3HA4aroT BO BpeMsi OEPEMEHHOCTH U JIAKTAIIHH.

2.3 Alutactuyeckasi aHeMust

Amnactuyeckass anemusi (AA) -— 3a0oiieBaHWE CHUCTEMBI KPOBH,
XapakTepusymonieecs Tri1yOOKOW MaHIMTONEHUEH, pa3BUBAIOLIECIICS B pe3yJbTaTe
YTHETEHUSI KOCTHOMO3TOBOT'0 KPOBETBOPEHHUS (arura3uu KOCTHOTO MO3ra), CBSI3aHHOM
C HapyIICHHEM pEeTyIAlNd KPOBETBOPCHHUS, KOJUYECTBEHHBIM NeumuToM u
bYHKITMOHATBHBIMU JIe(h)eKTaMH CTBOJIOBBIX KPOBETBOPHBIX KJIETOK.

IlepBoe omnucaHue KIMHUYECKOTO Cliy4as, COOTBETCTBYIOLIETO CHHIPOMY
ariacTuyeckod aHemuu, ObwUio chaenaHo B 1888 romy II. Opmuxom. Tepmun
arractudeckas aHemms Obu1 BBenmeH A, Illoddapom B 1904 romy. Yame
BCTPEYAIOTCS MPUOOpETEeHHBIE (DOPMBI ATUTACTHYECKONH aHEMUH, PEXKE — BPOXKICHHBIC
(anemus dankoHm).

JTHOIOTMS W NaToreHe3. BeposTHYI0 NPUYMHY anjlacTHYECKOW aHEMUHU
yAaeTcs BbIIBUTH NMPUOIU3UTENBHO ¥ 50% OONbHBIX. ATJIacTUYECKash aHEMUSI MOXKET
Pa3BUTHCA MPU BO3AECHCTBUU Psiia MUETOTOKCUYECKUX (PAKTOPOB:
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1)  woHM3UWpYyMOIIEe  W3IydYeHHe, LUTOCTATHYCCKHE  BEIIeCTBa -
AHTUMETA0OTUTHI (6-MepkanTomypuH, METOTpEKCAT), ATKWINPYIOLINE
(muknodocdan, xJIOpOYTMH) W HEKOTOpbIE JApPYyrHe CpeacTBa, oO0Jagarolme
710303aBUCUMBIM 3P (HEKTOM;

2) XUMHYECKHE BEIIeCTBAa — OCH30JI M €r0 MPOU3BOIHBIC, MBIIIBSK, TSKEIIbIC
METaJIJIBI (PTYTh, BACMYT), HHCEKTUIIUIbI, IECTUIIUIBI;

3) nexapcTBEHHBIE CPEICTBA — AHTHOMOTHKHU (JICBOMULICTHH, CTPEIITOMHIIMH
U Jp.), Cydb(paHUIAMHIbBI, HECTCPOHMIHBIC IMPOTUBOBOCHIAIUTEILHBIC CPEICTBA
(OyTamumoH, aHaJIbIMH, AaMHJONUPUH W Jp.), CEJaTUBHBIC IMpermapaTbl U
TpaHKBUJIN3ATOPEl. MuenoTokcuueckuit 3Qp@GEeKT OT BO3ACHCTBUS OAHUX (HaKTOPOB
(MoHU3HpYIOLee U3ITYyYEeHUE, aHTUMETA00JIUThI) BO3HUKAET BCErAa MpH JAOCTaTOYHO
00JBIION J103€, APYTUX — MPOSBISAETCS UHAUBUIYAIIBHO.

4) Bupycbl u Oaktepuu (BuUpychl rematura A, B u C, B030ynurenn
TyOepkyne3a, perpoBupycbl, BHWY). Onucanbl  ciayyan  BO3HUKHOBEHHS
alUIaCTUYECKOM aHEeMHHM TIOclie  OCTPOro BHUPYCHOTO remaTuta (BO3MOXKHO,
BCJICZICTBUE CIIOCOOHOCTH BHpYyca TeMaTHTa W3MEHSITh KApUOTUI  KJIETOK),
NepeHEeCeHHON NH(EKIINH, BEI3BAaHHOW BUPYCOM DMIITEHH — bappa, mapBoBUpyCcOM.

5) ayTOMUMMYHHBIE MPOIIECCHl U 3a00JIeBaHUs (CUCTEMHAs KpacHasi BOJTYaHKa,
cunapowm lllerpena, 203uHoGUNBHBIN (DACITUUT).

bonee yemM y mosioBUHBI OOJBHBIX HE yAAE€TCS BBISIBUTh KaKHUE-IMOO
npuYuHHbIE (AKTOpPBl — 3TO TaK Ha3blBaeMas WAMONATUYECKas arlacTudecKas
aHEMHUSI.

OngHuM W3 BeOylmIMX MEXaHU3MOB TOPaXKEHHSI KPOBETBOPEHHS IIPH
arIacCTUYECKOW aHEMHUU CUUTAETCs UMMYHHas arpeccus, HalpaBJ€HHas Ha KIETKU
— TMPEeOUIEeCTBEHHUIBI reMornos3a. KocTHOMO3roBass HEOOCTATOYHOCTh IpHU
arUIacCTUYECKOM aHEeMHHM pa3BHUBAaTeCs B pe3ylbTaTe MOJABICHUS Mposudepanuu
TeMOIIOATHYECKUX KJIETOK-TIPEANICCTBEHHHI] aKTUBUPOBAHHBIMU T-THUMQpOIUTAMU U
€CTECTBEHHBIMH KWJulepaMu. AKTHBanus T-muMQOIUTOB, BBIOPOC MEIHUATOPOB
UMMYHHOMW CyNpeccuu KpoBeTBOpeHus (MHTep(depoH Yy, GakTop HEKpo3a OIMyXOoJeH o
U Jpyrue IUTOKUHBI) W/WIM CTUMYIUPYIOIMX Mpoiudepannto M akTuBanuioo T-
TUMGOIUTOB (MHTEPJICHKUH 2), MPUBOIAT K HAPYIICHUIO TIPOIECCOB MPOoH(eparnu
U K CTUMYJSILIMM afnonTo3a KIETOK-MPeAIIeCTBeHHUL. [IpoucxoauT 3HaYUTENbHOE
YMEHBIIICHUE TyJIa T€MOMOATUYECKUX KIETOK M Pa3BUTHUE allla3ud KOCTHOTO MO3Ta.
YMeHbllleHHE MyJla TeMOMO3THYECKUX KIETOK KOCTHOIO MO3ra COINPOBOXKIAETCS
HapylieHueM oOMeHa jKelie3a U OTJIOKEHUEM TOKCHYECKOTO Kelie3a, Kak B KOCTHOM
MO3re, TaK U B MHOKapJe W TICYCHH, YTO BBI3BIBACT HAPYIICHHE (PYHKIIUU ITHX
OpPTraHOB.

KianHuyeckasi KapTHHA amjacTHYeCcKoOil aHeMHMu BapbupyeT. B gebrote
3a00eBaHUsl TPYTHO BBIACIUTH MATOTHOMOHHYHBIE CUMIITOMBL. B OomHHMX ciydasx
AA pa3BuBaeTCS BHE3AMHO W OBICTPO MPHBOJUT K JICTATHHOMY HCXONY, B APYTHX
HMMEET JaTeHTHOE TEYCHUE, OCOOCHHO Y JIUI] MOKUIoro Bo3pacta. B 89,8% cinyuaes
3a007I€eBaHME HA4yMHAETCS TMOCTENeHHO. KiumHuueckue cUMOTOMBI 3a00J€BaHUS
CBSI3aHbl HEMOCPEJICTBEHHO C M3MEHEHHMSIMU CO CTOPOHBI Nepudepruieckor KpoBHU.
XapakTepHbl MPOSBICHUS aHEMUYECKOTO CHHAPOMA, FeMOpPpParuuyeckoro CHHApOMa
(KpOBOMOATEKHU, METEXUAIbHBIE BHICHINAHUS HA KOXKE, KPOBOUBIUSIHUS B CIU3HUCTHIC
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00O0JIOYKH, HOCOBBIE, JECHEBbIE  KpOBOTEUEHHs, MeHopparuu). CuHIpOM
MH(EKIUOHHBIX OCJOKHEHU MOXKET JIOMUHUPOBaTh B KIMHUYECKOW KapTHUHE
3a0oneBanus. [10CKONIBKY CHUXKEHO KOJIMYECTBO IPAHYJIOLMTOB, a KOJIUYECTBO T- H
B-nmumponuToB octaeTcs HOpMalbHBIM, TO OAKTEpHAIbHbIE HH(PEKIIMA BCTPEUYAIOTCS
yamie, 4eMm BHUpycHble. HaumbGonee pacnpocTpaHeHbl HHQPEKIMH MOJIOCTH pTa
(SI3BEHHOE TMOPaXEHHE CIU3UCTBIX OOOJIOYEK TIOJIOCTH PTa U A3BIKA), KOXHU
(ctpentonepmus, QpypyHKyJe3, MaHAPULIUUA U JP.), OKOJIOHOCOBBIX Ma3yX U BEPXHUX
JbIXaTeJIbHBIX MMyTEH.

BHemHuii BUJT OOJIbHBIX TOBOJIBHO XapakTepeH: 0JeAHOCTb, MHOTJA C JIETKUM
KEJNTYIIHBIM OTTEHKOM, T€éMaTOMbl W/MIM TETeXUU, MOJIKOXKHBIM >KUPOBOWU CIOU
OOBIYHO COXpaHEH, OH MOXET Jake ObITh M30BITOYHBIM BCJEICTBUE HAPYIICHUS
npoueccoB okucieHusi. [llepugepuueckue aum@oysnvi, neuewv U cele3eHKd He
yeenuyenvl (yBEIUYECHHE CEJIE3€HKH BO3MOXKHO MPU BTOPUYHOM TE€MOCHUIEPO3E).
VYBenuueHue neyeHu MOKET ObITh CBS3aHO C HEIOCTATOUYHOCTBHIO KPOBOOOpAILEHUS
IpY AaHEMHH.

Kpurepun nuarsosa anacTu4ecKo aHeMUM:

— TpexpocTkoBas uutonenus: anemust (remorao0us < 110 /i), rpanyloUTONEHUS
(rpanysonutsl <2,0x10%1), TpoMGoUTONEHUs (TpoMOomTEL < 100,0 X 10%/1);
— CHmXeHHe KIETOYHOCTH KOCTHOTO MO3ra M OTCYTCTBHE METaKapuOIUTOB IO
JAHHBIM IyHKTaTa KOCTHOT'O MO3ra (CTepHabHas MyHKIIHS);
— Aruta3usi KOCTHOTO Mo3ra (rpeo0agaHue KUPOBOTO KOCTHOTO MO3ra) B OuonTaTe
MOJ/IB3/IOIITHOM KOCTH (OmnaTepaibHas TpernaHoouorncus) (IpuiaoKeHue, puc.8).

Jleyenue AA BKIIFOYAET CIEIYIOIIAE METOIBI:

— KomOuHMpoBaHHAasE HMMMYHOCYINPECCHUBHAsl  Tepamus, BKIIOYAOIIAs
AHTUTUMOILIMTAPHBIN TTI00YJIHMH, IUKIOCIIOPHH A;

— Hcnonp3oBaHue CTUMYJISATOPOB WM HMHAYKTOPOB  KPOBETBOPEHUS
(OaTpombornar);

— 3aMmecTuTenbHAs reMOTpaHncPy3nOHHAS Tepanusl (JIOHOPCKHUE SPUTPOLIUTHAS
Macca, TPOMOOKOHIICHTPATHI, CBEKE3aMOPOKEHHAs T1a3Ma);

— XenaTopHas Tepanus (aedepasupokc).

CoBpeMeHHas MaToreHeTh4ecKas Tepanus OOJIbHBIX alUIACTUYECKOW aHEMUEHN
MOXXET BKJIIOYaTh KpOME IpenapartoB ¢ HMMYHOCYIPECCUBHBIM JEHCTBUEM
(aHTUTUMOLMTAPHBIA  TJOOYJIMH, LMKJIOCHOPUH) JIEKApCTBEHHbIE Ipenaparsl,
HanpaBJ€HHblE  HA  aKTUBALMIO  MNpoiudepalud  KIETOK-IPEIIIeCTBEHHHUI
KPOBETBOPEHUSI ¥ OJHOBPEMEHHOE IIOJIaBJIEHUE aKTHBALUMU LUTOTOKCUYECKUX
KJIETOK.

TpancrnanTanusa reMmomnodTudeckux cTBoJIOBbIX KiaeToK (TI'CK) B pamkax
IropUTMa JIeUyeHUs OOJBHBIX aIlJJACTUYECKONM aHEMHEW 3aHHMAET OIPEIECICHHOE
MECTO: HaJU4He€ T'MCTOCOBMECTHMOI'O JIOHOPA KOCTHOT'O MO3ra, MOJIOJOH BO3pACT,
KOPOTKHM TreMoTpaHC(y3MOHHBI aHamMHe3 M Tsxenas Qopma 3a0oneBaHuUs] —
ycinoBusi, npu kotopbix TI'CK wmoxker paccmaTpuBaThCs Kak Tepamnusi BbIOOpa
(tepanus 1 nuauM).

CoBepIIeHCTBOBAaHUE  MMMYHOCYNPECCUBHOW  Tepalvd,  HCIOJIb30BaHUE
pPa3IMYHBIX KOMOMHAILMH MMMYHOCYIIPECCOPOB IMO3BOJIWIM 3HAYMTEIBHO MOBBICHTH
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3 pekTuBHOCTS JieueHus OoyibHBIX AA. Ho nnurenbHas BBIKMBAEMOCTh OOJBHBIX
TKENOU AA 0CTaéTcsi HEBBICOKOW: TOJIBKO 60-70% ManueHToOB MEPEKUBAIOT S JIET.

2.4 AyTOI/IMMyHHI)Ie reMoOJIMTHYCCKHNEC aHEMHUU
l'emonumuueckue  awemuu  —  3a00J€BaHUS,  CONPOBOXKJAIOIIKECS
YMEHBIICHUEM MPOJOIKUTEIBHOCTH KU3HU 3pUTPOLUTOB (B HOpME 10 120 nHeit), a
TaK>K€ YCUJIEHHBIM UX pa3pylIeHUEM (FEMOJIH3).

Ilo namocenemuueckum npu3HaKam BBIAEISIOT 2 OCHOBHBIE TPYIIIBI
TEMOJIMTUYECKUX aHEMUH.

1. HacnencTBeHHbIE TEMOJIUTHYCCKUE AHEMUU:

1.1. oOycnoBieHHble OMOXUMUYECKUM Je(HEKTOM MEeMOpaHbl 3PUTPOLUTOB
(MmeMOpaHoOnaTUN);

1.2. cBsa3anHbie ¢ gedexkToM  (EepPMEHTHBIX CHCTEM DJPUTPOIUTOB
(3H3UMOMATHN);

1.3. cBsizaHHBIC ¢ HAPYIICHUEM CTPYKTYPhI T€MOTJIOOMHA WJIM €r0 CHHTE3a
(reMoryIoOMHONATHN).

2. IIpuoOpereHHbIe TEMOJTUTUICCKUE AHEMUU:

1) uMMyHHBIC (ayTOUMMYHHAsI T€MOJIMTHYECKAs aHEMUs, TeMOJUTHYECKas
00J1€3Hb HOBOPOXKICHHBIX, HA POHE HECOBMECTUMBIX TeMOTpaHChy3uii);

2) MexaHWyeckue (MpU TOBPEKACHUH SPUTPOIUMTOB SHIOKAPAUAIBLHBIMU
pOTE3aAMU);

3) Tokcuueckue (BO3JAEHCTBHUE SJ0OB, JIEKAPCTBEHHBIX  IMPENapaTos,
CyppOraToB aJKOTOJISI U JIp.);

4) mapa3uTtapHsble (IPU MASIPHHN ),

5) OCMOTHYECKHU Te€MOIHU3.

O6e Tpymnmbl OTAWYAIOTCA MO KIMHUYECKUM TMPOSIBICHHUSIM, TEUCHUIO H
TEPANEBTUYECKON TAKTHKE.

AyroumMMyHHbIe remoauTudeckue aHemuum (AHNI'A) — rereporenHHas
rpynmna  ayToarpecCMBHBIX  3a00leBaHUNW M CHHIPOMOB,  OOYCJIOBIIEHHBIX
paspylieHueM JPUTPOLIMTOB  BCIEACTBHE TNpoAykiuu ayrtoantuten. AUCA
BcTpevaroTes: ¢ yactorod oT 1:41 000 mo 1:80 000 B m0OBIX BO3pAaCTHBIX IPYIIAX;
COOTHOUIEHUE KEHIIWH U MY>KYUH cOCTaBisieT 2:1.

IJTHOJIOT U1, TATOTeHe3, KiIaccupurkanmns

AUT'A  pazpensitor Ha nepsuunvie (uduonamuyeckue) u GmMOpuUUHbLE
(cumnmomamuueckue), BCTpEHAIOIIMECs MpU JApPYyrux 3adosieBaHusAX. BTopuuHbie
AUT'A dgame Bcero otrmedatorcs Ha ¢oHe muMmdornpoaudepaTUBHEIX 3a00JICBaHHIMA
(xpornueckuii  nuMdorneiko3, TuMdoma); TPU  CHUCTEMHBIX 3a00JEBAHUAX
COEIMHUTEIBHON TKaHU (CUCTEMHAsl KpacHas BOJIYAHKA, PEBMATOUIHBIN apTpPUT U
1p.); IpHu Hecrenu(puIeckoM S3BEHHOM KOJIUTE, aKTUBHOM TEIATUTE; BPOXKICHHBIX
UMMYHOJIC(UITUTHBIX COCTOSHUSAX; OITYXOJIEBBIX 3a00JEBAaHUSAX TOJCTOW KHIIKH,
JIETKUX, JKeNyAKa U SUYHUKOB; npu aHTUdochomunuaHoMm cunapome (ADJIC). B
onuux cinydasx AUI'A oOHapyXHMBalOT B XOJi€ IJIUTEIbHO TEKyllel OOJe3HH, a B
JIPYTrUX TEeMOJU3 MPEAIIECTBYET MPOSABICHUIO YKAa3aHHBIX 3a00JieBaHUN, HEPEAKO
3aTPYAHSS CBOEBPEMEHHYIO JUATHOCTHKY.
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B 3aeucumocmu om mecma ecemonuza KiuHuuecku PazauvarOT 2 TPYMIbI
FEMOJIMTUYECKUX aHEMUMN: aHEMUU C BHYTPUKIETOYHBIM T€MOJIM30M, IPOUCXOISAIIUM
B KJIeTKax (aroruTapHO CUCTEMBI U aHEMUU C BHYTPUCOCYAUCTBIM T€MOJIU30M,
HaOJIIOAAIOIIMMCS B COCYJJUCTOM pyClie ¢ y4acTUEM KOMIUTMMEHTA.

Ha ocnoge ceponocuueckux sapuanmos gvioensiom 4 muna AUIA:

1. AUT'A BcaeactBue oOpa3oBaHUsI HEMOJHBIX TEIJIOBBIX AarrJlOTUHHUHOB
(80% Bcex MaIMeHToR)

2. AUT'A BcnenctBue 00pa3oBaHMs MOJTHBIX XOJIOJIOBBIX arrjtOTUHUHOB (12-
15% Bcex ciyuaen)

3. AUTI' A BcneactBre 00pa3oBaHUs TEIJIOBBIX T€MOJM3UHOB

4, AUT'A BcrnenctBue oOpaszoBaHusi NByxGa3HbIX TeMoJU3uHOB JloHaTa-
Jlanamteitnepa (kpaiiHe peakas M, Kak MpaBwio, BTopuuHas ¢opma npu cupuivce u
BUPYCHBIX MHPEKIHIX)

OTHUOMATOreHe3 3aKII0YaeTCsl B MPOAYKIHUM  AHTUIPUTPOLMTAPHBIX
AyTOAHTUTENI C TOCISAYIONUM HUMMYHHBIM T€MOJIM30M J3pUTPOIUTOB. MIMMyHHas
CHUCTEMa TAIlMEeHTa TEPSET TOJEPAHTHOCTh K €ro COOCTBEHHBIM IPUTPOIUTAM, OHH
CTAHOBATCSI ayTOAHTUTEHAMHM W K HUM HauMHAIOT mpoayrupoBathes AT. Pazpututo
ATUX TIPOILIECCOB CIIOCOOCTBYET HApYIICHHE KOOMEpalid HWMMYHHBIX KIJIETOK —
CHIPKEHHUE aKTUBHOCTH WM JepuuuT T-cympeccopos, pacTopMakuBaHHE
BCJIEICTBHE ATOr0 aKTHUBHOCTH T-xenmepoB. IlpM HamWyuu HEMONHBIX TEIIOBBIX
arrJlOTUHUHOB BO3HHUKAET BHYTPHUKJIETOYHBIM TeMOJM3 3a CYeT MX (DUKcAluu Ha
DPUTPOLIUTAX, M3MEHSETCS MPOHHUIIAEMOCTh MeMOpaH [JIi HMOHOB HATpuf,
pa3BuBaeTCsi cEepolUUTO3 U pas3pylieHHE SPUTPOIUTOB B cenesenke. [Ipu npyrux
BUJIaX ayTOMMMYHHOI'O T€MOJIN3a pa3pylieHue UAEeT BHYTPUCOCYIUCTO.

Kinunnuyeckue u j1aboparopusie nposiiennst AUT'A

1. Kentyxa, HE CONPOBOKIAIOMIASACS KOKHBIM 3YIOM.

2. Cmnenomeranus (npu  (opMax  TIeMOJUTHYECKOM  aHeMHH ¢
BHYTPUKJIETOYHBIM T€MOJIM30M).

3. B kxpoBu - HOPMOXpOMHasi, THIEppPErecHEpaTOpHAsl aHEMHus ¢
BBIPQOKEHHBIM ~ PETHKYJIONUTO30M. VCKItoueHHeM  SBISIIOTCS  TajJacCeMUU U
nporonopdupus Mpu KOTOPHIX PA3BUBACTCS TUTIOXPOMHASI AHEMHUSI.

4, TloBpleHne coaep KaHusl HEMPSMOTo OMIMPYOHHA B KPOBH.

5. Tewmnblii 1BET MOYM, OOYCJIOBIICHHBIN TMOSBICHHEM B HEH YypoOMIMHA
(Ipu BHYTPUKIETOYHOM T'€MOJIU3E).

6. IloBbimieHWME coAcpkaHUS B KPOBH CBOOOJHOIO TeMorjoOwHa,
reMOTJIO0ONHYPHS ¥ TEMOCUACPUHYPHS (IPU BHYTPUCOCYAUCTOM TEMOJIU3E).

7. TemuspIil 1BeT Kaya (MJICHOXPOMHUSI) 32 CUET YBEIUUYEHHOI'O COAEPKAHUS
B HEM CTEPKOOWIIMHA.

8. B KocTHOM wMoO3re — pa3apaxkeHue OSPUTPOUIHOTO POCTKA IO
HOpMOOJIacTUUECKOMY TUNY (YBEJIMUYEHHUE YHCIIA SPUTPOKAPUOLIMTOB BhIlIE 25%).

9. CHmKeHHE OCMOTHYECKOW pe3NCTEHTHOCTH putporuToB (AUITA).

10. TlIpsimas mpoba KymbOca monmoxkurenbHas (paspadorka R. A. Coombs ¢
coaBT. (1945) — meToa OCHOBaH Ha BBISIBIICHHM (DUKCUPOBAHHBIX HA SPUTPOLIUTAX
HETOJHBIX TEIJIOBBIX arriiOTUHUHOB). [lpm MaccMBHOM remofivse, a Takxke MHpH
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XOJOIOBbIX U TeMOJu3HHOBBIX (opmax AWMI'A, Bbe3BaHHbIX IgA- wimm IgM-
ayTOAHTUTEIAMU, MOXET ObITh OTPULIATEIBHOM.

AHNUT'A ¢ HEMOJIHBIMHU TEMJIOBBIMU ATTJIIOTHHHHAMHU

Henonnvie mennosvie aymoAT x spumpoyumam — 310 19G, nposBistonme
MaKCUMAaJbHYI0 aKTHBHOCTh IIPH HOpMalbHO# Temmeparype Tena (mo 37°C). Pexe
BCcTpeudaroTcsl anturena kinacca |gM unu A. CaMu OHU HEAKTUBHBI, HO (PUKCUPYIOT
HCAKTHBHBIC KOMIIOHEHTHI KomiuieMeHTa Cza u Cap (pa3BUBaeTCs MPH CUCTEMHOMU
KPacHOM BOJIYAHKE). DTH IPUTPOIUTHI 3aXBaTBIBAIOTCS MakpodaraMu Cejae3cHKU U
MPOUCXOIUT MPEUMYIIIECTBEHHO BHYTPUKIETOUHBIA TEMOJIU3 SPUTPOIIUTOB.

OTOT BapuaHT AayTOMMMYHHOM T'€MOJIMTUYECKOM aHEMHHM BCTpeyaeTcs
HauboJee YacTo U MOXKET pa3BUBAThCA B JIIOOOM BO3pacTe, yalle y keHuuH. Havano
3a00J1€BaHUSI MOXKET OBITh OCTPBIM, TTOJOCTPHIM U XPOHUUYECKHUM.

Pazeepnymas  xknunuveckas kapmuna ayTOUMMYHHOM T'€MOJUTHYECKON
AHEMUU C HEMOJHBIMU  TEIUIOBBIMU  arrilOTUHMHAMU  HMMEET  Cleaylolue
XapaKTepHbIE MPOSIBICHUSA

- )kenTyxa (IBET KOXKHU JTUMOHHO-KEJITHIN);

- Hecnenu(UUecKuii aHEMUYECKUH CHHIPOM; BBIPAXECHHOCTh aHEMHUU
3HAYUTEIBHO NMPeoOIagacT Ha/l BHIPAXKEHHOCTBIO JKENTYXU;

- YBEJIMUEHHE CeJIe3eHKH (TpubIn3uTensHo B 75% ciydaes);

-yBenuuenue nevueHu (y 50-60% OoabHBIX);

-cyoheOpuabHas TemiepaTypa Tena.

JlabopamopHo-uncmpymenmanvhsle OaHHbLE:

- B oOmem anamm3e KpoBM XapakTepHa HOPMOXpPOMHasi aHEMHUs,
PETUKYJIONUTO3, MHUKPOCPEPOLUTO3, JIEUKOLIUTO3 W CABHUT JIEMKOPOPMYIBI BIEBO
(mabmrofaeTcss BO BpeMsl T'€MOJMTHYECKOTO Kpu3a), BO3MOXHA HWMMYHHas
TpoMOoLUTOIIeHHS (HE y BCceX 00JbHBIX), yBenmuenne COJ;

- B OHMOXMMHUYECKHX aHalM3aX KPOBU: TIOBBIIIEH YPOBEHb HEMPSIMOIO
OmnupyOrHa, JUCTIPOTCHHEMUS (CHIDKCHHE COJICpXKaHUS allbOyMHWHA W TIOBBLIIICHUE
Y-TJI00YJTMHOB), TOBBIIIEHUE TOKa3aTelel THUMOJOBOM MPOOBI M CHIBOPOTOUYHOTO
xKelesa.

- CHI>KEHA OCMOTHYECKasi CTOMKOCTh 3pUTPOLIUTOB;

- UmmyHONornueckuit anainu3 kposu - | T-nmumdonmtoB-cynpeccopoB u T T-
TUM(GOIUTOB-XEINIEPOB, CHIDKCHHE HWMMYHOTJI00ynuHOB, MoryT OwiTh [[UK,
antunykiieapueie AT, PO;

- TIOJIOKHUTENbHAS TipsiMasi ipoba KymOca (BBISIBISIOTCS aHTUIPUTPOIIUTAPHBIC
aHTuTeNa, GUKCUPOBAHHBIEC HA SPUTPOLIUTAX OOIBHOTO).

- B ananuze moum omnpeaensieTcss ypOOWIMHYpHUS, 4YTO OOYCIIOBIIMBAET
TEMHBIN IIBET MouH. [ 'emMocuaeprHa u reMorfio0nHa B Mo4e HeT.

- OOmuii aHaIu3 Kajxa — B CBSI3H C TIOBBIIMIEHHBIM COJIEPKAaHUEM CTEPKOOMINHA
XapaKTepeH TEMHBIH I[BET Kaja.

- B Mmuenorpamme — rumnepruia3usi KpaCHOro pocTka KOCTHOTO MO3ra.

- Y31 — renaTocCIryieHOMETanus, THOT1a KAMHU B JKEJIYHOM Iy3bIpE.

AHUT'A ¢ TenI0BbIMHU reMOJTU3MHAMU
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Ora @opMa ayTOMMMYHHOM TE€MOJUTUYECKON aHeMHUH OOYCJIOBIECHA
MPOAYKIIMEH TEIJIOBBIX ayTOAaHTUTEN K spurporuraM kiacca 1gG, koTopeie
BBI3BIBAIOT BHYTPUCOCYIUCTHIN T€MOJIN3 B MPUCYTCTBUM KOMILJIEMEHTA.

VY GonbmrHCTBA 00IBHBIX 3a00JIEBAaHUE HAUMHAETCS MOCTENeHHO. Pa3BuBaeTcs
oOmast cnabocTh, HEMHTEHCUBHAS KEJITyXa, aHEeMUYEeCKUM CUHAPOM, ¥ 50% O0NbHBIX
oTMeydaeTcs remnarocrieHomeranus. KaptuHa nepudepudeckoi KpoBU Takasl ke, Kak
MpU TEMOJIUTUYECKON aHEMUU BCIEICTBHE OOpa30BaHUSI HEMOJHBIX TEIJIOBBIX
arrJIFOTUHUHOB.

Opnako ansa nanHoro Buga AWUI'A xapakTepHsl cieayronne 0COOCHHOCTH:

- BBIJICJICHHE MOYM YEPHOTO I[BETa, B OCHOBHOM BO BpeMs Kpu3a (3a cyeT
HAJIUYMsS B MOYE CBOOOJHOTO TeMOTJI00MHa U TEMOCHICPHUHA);

- B KpOBU OOHApYXHBACTCS TMOBBIINICHHOE KOJWYECTBO CBOOOJHOTO
reMOTJIOOMHA, YPOBEHb OMIMPYOUHA UM B HOPME UJTU TTOBBIIIECH HE3HAYUTEIHHO;

- YacTO pa3BUBAIOTCS TPOMOO3bl TMepudepuueckux BEH, UHOTIA —
ME3EHTEPHUATBHBIX apTEepPUil C UHTCHCUBHBIMH OOJISIMH B )KUBOTE;

- JIMarHo3 TIOATBEPXKIACTCS OINpEeICHUEeM TEIUIOBBIX TIE€MOJU3HMHOB B
CBIBOPOTKE KpOBU OOJBHOTO TIpH TMOMoIIM HempsMond mpoObr  Kymbca ¢
APUTPOLIUTAMH, OOPaOOTAaHHBIMH MATAUHOM.

AHWUT'A ¢ X01010BbIMH AITJIOTHHUHAMH («reMoJuTHYecKass 00J1e3Hb OT
OXJIAKIeHHs1») 00YyCIIOBJIEHAa MPOAYKIIMEH XOJIOJOBBIX aHTHTEN Kiacca IgM (pexe
obiBaet coueranue IgM u 1gG) k anTHrenam sputporuToB. XonomoBsie ayToAT k
SPUTPOLIMTAM CBA3BIBAIOTCS C SPUTPOLMTAMH IIPU HOHMKEHHOI Temneparype (ot 4°C
0 TEeMIIEpaTypbl HECKOJIBKO HUXE HOPMAaJIbHOM TEMIIEpAaTyphl Telld, MaKCUMYyM
axtuBHOCTH 4-18°C).

Knuauyeckas ~ kapTMHa ~ BKIIOYaeT  HapylIeHUs  Nepudepuyeckoro
KPOBOOOpAIIEHUS U MPU3HAKU BHYTPUCOCYIHUCTOTO T€MOJIU3a, MOSBISIOIIUECS MPHU
nepeoxyaxaeHuu. PaznudaroT nBe kinHudeckue (GopMbl 3a00JIeBaHMS: MEPBUUHYIO
(MIMONATUYECKYIO) ¥ BTOPUUHYIO (TIpU MHMEKIIUOHHBIX U JTUMBOnpoandepaTUBHBIX
3a00JICBAHUSAX). XO0J0/I0BbIE  arrJIIOTUHUHBI  PEAarupyroT C  3PUTPOLMUTAMU,
UPKYJIUPYIOIMIMMHU B COCYZIaX, CHA0MXKAIOIUX KPOBBIO YIIHM, HOC, TOJIGHU U JIPYTUE
30HBI, TJI€ TEMIlepaTypa HUXe. ['eMOnu3 MPOUCXOAWT B pe3ylbTaTe (arouuro3a B
CEJIE3EeHKE, NTEYEHN, KOCTHOM MO3I€, HO MOYKET OCYIIECTBIISITECA U BHYTPH COCYJIOB.

Yame pa3BuBaeTCs y TMOXWIBIX JIOJeH. Y  OOJBIIMHCTBA OOJBHBIX
3a0oneBaHUE  pa3BUBAETCA  IOCTENEHHO.  bBONbHBIE  OTMEUAIOT  IJIOXYIO
MIEPEHOCUMOCTh  XO0JIOJIa, YTO MPOSIBISETCS PE3KUM MoOJeqHEeHueM (MHOTrJa
[IMaHO30M) TaJblLEB pYK (CuHIpOM PeitHO), cTOI, KOHUYMKA HOCA, YIIHBIX PAKOBHH, a
TaK)KE BBIPAKCHHBIMH J>KTYYHMMH OOJSIMH B pyKax M HOTax. MOTYT TOSIBUTHCS
Tpoduueckre HapylmieHWs B BHUJAEC HEKPO30B KOXH U TMOJJICKANUX TKaHEH.
Hapymenus mnepudepudeckoro KpoBooOpamieHusi O0OYCIOBICHBI arTiIIOTHHAINCH
SPUTPOIUTOB B KAMWILIAPAX Ha X0J0/€. Y MHOTHUX OOJBHBIX MOXET OBITh XOJI00Bas
KpalnMWBHUIIA ¢ UHTEHCUBHBIM KOXHBIM 3YJIOM. YKa3aHHbIE U3MEHEHUS HCUE3al0T U
HE Pa3BUBAIOTCS B TEIJIOM IMOMEIICHHH.

[TocTeneHHO TOABISAETCS YMEPEHHBIM AHEMHYECKUU CHHAPOM, KOTOPBIN
pa3BUBACTCS WIM YCWIMBAETCA B XOJOJHOE BpEMsl roja U MPAKTUYECKH HCUYE3AET
nerom. JKentyxa, Kak MpaBuiio, c1ab0 BbIpakeHa M HAOJIIOAAETCS B XOJIOJHYIO MOPY
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roga. B 3ToT ke mepuona MOSABISIETCS ypOOWIMHYpUS M OTMEUAeTCs] MOTEMHEHUE
MOYH. Y MHOTHX OOJIbHBIX OOHAPY>KUBAETCS YBEJIUUCHHUE MIEYCHU U CEJIC3CHKHU.

JImuTenbHbIE TMEPEOXJIAKICHUS MPUBOAIT K PA3BUTHIO TE€MOJIUTUYECKUX
KpU30B, KOTOpBIE MPOSIBIAIOTCA OOJSIMU B TOSICHUYHOM 00JacTH, BBICOKOM
TEMIIEpAaTypoil  Teja, BBIICICHHUEM MOYM TEMHOTO IBeTa (B CBSI3H C
reMOTJIOOMHYpHEH), YBEIIMUCHUEM CTEIICHH aHEMUU U YCUIICHUEM KEITYXH.

JlabopamopHvie OanHnvie. B KpoBu HaOMOAaeTCs Jerkas HOPMOXPOMHas
aHEMUsI C PETUKYJIOLUTO30M, JIEUKOLMUTH U TPOMOOLUTHI B HOpME. XapaKTEpHOU
OCOOCHHOCTBIO aHEMUU SIBJISIETCS AyTOArTJIIOTHHAIIUS PUTPOIMTOB MPU KOMHATHOU
TeMIiepatype. ITO 3aTpPyAHSIET NPUTOTOBICHHE Ma3ka NepudepuyecKoil KpOBH,
MOJICUET KOJIMYECTBA IPUTPOIUTOB, OIMpEeeHNE TPYNIbl KPOBU, U 00YCIOBIMBACT
noBeimeHrne COD (xapaKTepHbI Mpu3HaK 3a00JeBaHus). ATTIIOTHHAILUS oOpaTUMa
¥ MCUe3aeT IPU MIOMENIEHUH KPOBHU B TepMocTaT npu Temmnepartype 37°C.

B O6uoxuMuueckom aHaim3e KpOBU OTMEUAETCS yMEpeHHas OUupyOuHeMus 3a
CYEeT HempsiMO# (hpaKIvu, MOBBIIIEHO COJIEP)KaHHE CBOOOJHOIO IreMOIJIOOMHA H Y-
TJI00YJIMHOB.

B wmoue B mepuon oboctpeHuss oOHapykuBaeTcsi O€JOK, YpPOOWJIUH,
reMOrJIOOMH (HeUacThIl MPHU3HAK).

[Ipu ceponorudeckoM HCCIEAOBAaHUU KPOBH OIpPEAEAOTCs X0noaoBbie AT
knacca IgM. Tutp xonebnercs ot 1:128 mo 1:128 000 u Beime. Xomoaossie AT Tumna
IgM moryT 0O6HapyXUBaThCA U B HOpME, HO B TUTpE 1:4 U TOJIBKO IPHU TeMIlepaType
4°C.

Teuenue 3a0oneBaHuss XpoHnueckoe. ['emonuTHUeckue Kpu3bl ObIBAIOT PEJIKO.
Briznoposnenue npu uauonaruueckon popme He HabmogaeTcs. TpynocnocoOHOCTh
OOJBHBIX TOCTETICHHO CHUXKAETCS.

AUT' A c ABYX(a3HbIMH X0JI0A0BBIMH ArrJIlO THHUHAMHU
(mapokcusMajibHAsl XO0JIOA0Basi TreMOIJIO0OMHYPHUsI) OOYCIOBIIEHA TMOSBICHUEM
NByX(a3HBIX XOJOAOBBIX aHTUTEN [loHaTa-JlanamTeiiHepa, OTHOCAIIUXCA K KJIAcCy
IgG, BBI3BIBAIOMIMX TEMOJIM3 JIPUTPOIMTOB C YYACTHEM CHUCTEMBI KOMIUIEMEHTA.
['emonu3 mpotekaer B nBe (a3bl — cHayalla TIpU HU3KOW TeMIepaTrype MPOUCXOIUT
¢ukcamus AT u komnoneHToB KoMiiuMeHTa Ciq 1 C4 Ha TOBEPXHOCTU SPUTPOLIUTOB
(xomomoBas (aza), a 3areM IMpPU HOPMAITBHOUM TeMIiepaType Tena — (QuKcamus Ha
noBepxHOCTH HputporutoB C-Co m remonu3 (teruioBas ¢aza). IlepBas ¢aza
HaOJIIOMaeTCs TIPU OXJIAXKACHUH Teia O00JIBbHOTO, a BTopas (aza (remMoiin3) HacTyIaeT
Ipyu TEepexoJe MNalueHTa B TEIUIO€ MOMEIICHHE. Kommieke  «3puTporuT
6ompHOTO+X07010BOe AT)» HEecTabWIIeH, JIETKO pa3pylIaeTcs IPH MEPEexo/ie B TETUIOE
nomenenue, npu 3toM AT noctynaror B mazmy. OJIHAKO HA SPUTPOLIUTAX OCTAKOTCS
(duKCcHpOBaHHBIE KOMIOHEHTHl KOMIUIEMEHTa W OHHU BBHI3BIBAIOT T'€MOJIH3, KOTOPBIH
SBJISIETCS MPEUMYILIECTBEHHO BHYTPUCOCYJUCTBIM, HO MOXET MPOUCXOJUTh TaKKE B
CEJIC3CHKE, II€YEHHW, KOCTHOM MO3re. ['eMoimn3 NpOUCXOAUT TOJ BIUsSIHUEM B-
auM@ouuToB, T-TUMPOIUTOB-KMILIEPOB, MAKPO(aros.

AUT'A nanHOro BUAA MOXET ObITh MEPBUYHON (MAUONATUYECKON), BTOPUUHOM
(mpu  TpeTUYHOM CHU(UIUCE, BHUPYCHBIX PECHUPATOPHBIX WHOEKUUSIX, KOPH,
SMUIEMHUYECKOM MapOTHUTE).
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B TunuuHpix chnydasx 3a0ojieBaHUSL BCKOpE TIOCHE MEPEOXJIaXKICHUS
MOSIBJSIETCS. TOJIOBHAsE 00Jib, OOJM B HOTax M MOSICHUIIE, «JIOMOTa B Tejie», 03HOO,
MOBBIIIAETCS TEMIlepaTypa Tella, pPBOTa, a CIYCTSd HECKOJBKO MHUHYT  (4acoB)
MOSIBJIAETCS. YepHAsI MOYa — BaXXKHEHIIUN MpU3HAK 3a00JieBaHUsA. DTO XapaKTepU3yeT
pa3BUTHE TE€MOJUTHYECKOTrO Kpu3za. Bo BpeMs Kpuza NOSABISETCS KEATYIIHOCTb
KOXH, YBEJIMUMBAIOTCS M€YEHb U CEJIE3€HKa, MHOT1a Ha0I0JaeTcsi CUHAPOM PeliHo u
X0JI0JI0Bast KpanuBHULA. Kpu3 mpopoikaercss 2-3 AHS, CONPOBOXKIAECTCS aHEMUEH.
CropoBo1MpoBaTh BHYTPUCOCYJHUCTBIM TE€MOJIM3 MOKHO HCKYCCTBEHHO, OITyCTUB
CTOIIBI WJIU JAJIOHU B JICASTHYIO BOAY.

JlabopamopHnvie Oannvie. B KpoBM BO BpeMs Kpu3a oOmpeaesseTrcs
HOPMOXpPOMHAsi aHEMUS C PETUKYJIOUUTO30M, noBbieHnue COD. BHe kpu3a ypoBeHb
reMorjioouHa MOXXET HopMaiu3oBaThcsa. B oTnamume orT xomomoBoir AUWTA
ayTOArrIIOTUHAIIMU DPUTPOIIUTOB HE MPOUCXOAUT. B OHOXMMHUYECKOM aHaIn3e
KPOBU B MEPUO]] Kpu3a TIOBBIINICH YPOBEHb HEMPSAMOIro OWUIMpyOHMHA, COMEpKAHUE
CBOOOJIHOTO TreMorjoOnHa W YpOBHS Y-TJIOOyIMHOB. B Mode BO Bpemsi Kpusa
ompenensaeTcss CBOOOAHBIM TeMOrJ0OMH U TeMOCHUIEPHUH, NMpoTeuHypus. BHe Kpusa
MO4Ya B HOpME.

[Ipu ceponornueckoM MCCIEAOBAaHUM KPOBU BBISBIISIIOTCS JBYX(a3HbIE
XOJIOZOBBIE TeMOJU3UHBL. Jla uX OOHapyXeHHs CBIBOPOTKY OOJBHOTO C
SPUTPOLIUTAMHU JIOHOpPAa WM OOJBHOTO IOMEIIAIT B XOJOAWIBHUK — TIPU
temneparype 0-15°C reMonusuHBl (UKCHPYIOTCS HA MOBEPXHOCTH 3PUTPOLMTOB.
3aTeM SpUTPOLMTHI MHOMEMIAOT B TepMmocTaT npu Temmeparype 37°C, rae
IPOUCXOIUT UX T'EMOJIN3.

Hudbdepennmansupii  quarno3  AWIA  npoBoasT ¢ 3a0o0JieBaHUSMH,
OPOTEKAIINMU C 3JEMEHTaMu Tremoiin3a (Bo3MOxHO couetanue AWI'A ¢
BPOKJICHHBIMU U IPYTUMHU BUIAMU aHEMUH ):

— B12-nedunutHoii anemuei;

— TapOKCHU3MabHON HOYHOM remoriaoounypueit (ITHI);

— HACJIeJACTBEHHOH C(heporuTapHON TeMOJUTUYECKON aHeMuel W JAPYruMHU
HACJIEJCTBEHHBIMHU T'€MOJIUTUUECKUMU aHEMUSAMU;

— TPOMOOTHUYECKON TPOMOOITUTOTICHHYECKOU My PIypOii;

— MapIIeBON TeMOTIIOOMHYPHEH;

— 6o7e3Hb10 Bunbcona (BctpedaeTcs 1e010T ¢ TEMOJIUTUYECKOTO CHHAPOMA);

— HECOBMECTHMBIMHU TPaHCHY3USIMH SPUTPOLUTOB (B YaCTHOCTH, Oe3 yuera
pesyc-peHorumna);

—  TEeTePOMMMYHHBIMU TE€MOJMTHYECKUMH  aHEMHsIMU  (NIEHULWJUIUHBI,
Cynb(haHUIaMHUIbI, BAPYCHBIE M HEKOTOPBIC OaKTepuaibHbie HH(DEKINN);

— T€MOJINTHUKO-YPEMHYECKUM CUHAPOMOM (BbisiBiieHue Lllura-tokcuna u ap.).

Takruka Jjeuyenuss AUI'A 3aBUCHT B NEPBYIO O4YEpEb OT CEPOJIOTMUYECKOMN
Pa3sHOBUIHOCTM W OCTPOTHI TEMOJUTHUYECKOro Kpusa. Ilpm seueHnm xpusa
nepBudyHO U BTOpuuHOW AUI'A mpuHUMNHANBHBIX paznuuuii HeT. HaumOounbiine
yCIEXU JIOCTUTHYTHI B JICUEHHHM caMOW pacmpocTtpaHeHHoi dopmel AUT'A — ¢
MOJIOKUTENbHOU TpsiMol mpoOoit KymOca, BBI3BAHHOW HEMOJIHBIMU TETIOBBIMU
arrIFOTHHUHAMM.
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B xauecmese nepeoii aunuu mepanuu AUI'A npUMEHSIOTCS KOPTUKOCTEPOUIBI.
Hauanwhas no3a npenHuzonona 1 mr/kr B CyTKU U3 pacyeTa BHYTpPb B TeueHue 3-4
HeJeNnb. YBEJIWYEHUE J03bl MpeaHu3osioHa a0 2 Mr/kr/cyt (90-160 mr/cyt) He
yIIy4dllaeT pe3yiabTaThl JICUCHHs, MPUBOJAS K OBICTPOMY pPa3BUTHIO XapaKTEPHBIX
TSDKEJBIX OCJIOKHEHUM (KYIIMHIOWJ, CTEPOUJIHBIE SI3BbI, apTepUalibHasl TUIIEPTOHUS,
yrpeBasi Chillb ¢ (HOPMUPOBAHUEM THOMHUUYKOB Ha KOXKE, OaKTepHUaIbHbIe UH(EKIINH,
caxapHblii AMabeT, OCTEONOpo3, BEHO3HbIE TPOMOO3bI). [lepBbIii TreMOTUTHYECKUI
Kpu3, KaK MPaBWIO, yAaeTcs KyNmUpoBaTh. B TedeHuwe ABYX HeEAENb MPEKpaIlaeTcs
najieHue reMoriioonHa, ucdesaetr runeprepmus. Yepes 3—4 Hegenu ypoBEHBb
reMOTJIOOMHA MOXET JOCTUTHYTh HOPMBI.

CHuxeHne 103bl NPEIHU30J0HA HaunHaoT 1o 5—I10 mr 3a 2—3 nHA u
POJIOJDKAIOT 10 TEX MOp, MOKa CyTo4Has Jao3a He gocturHer 25-30 mr. [anee
OTMEHA Mpenapara MPOBOJAUTCS 3HAYUTEIBLHO MEJICHHEE — MO 2,5 MT 3a 5-7 JHEM.
[Tocne nmoctukenus n03bl HUXKE 10-15 Mr H0JKEH COXPaHITHCS 3aMEJICHHBIA TEMIT
oTMeHbl. Takas TakTUKa TpeAroJiaraeT NpPUEM TMPEIHU30JI0Ha B TeueHue 3-4
MmecsreB. [lpy  MeHbIied TPOMOTKUTEILHOCTH — TOJJECPKUBAIONIEH  Tepanuu
BO3MOXKEH peruauB remoiinza. CTOMKONW pEeMHCCUU JIOCTUTAIOT TOJbKO y 7—22%
MaIUCHTOB.

Bo3MoxHO Ha3zHaueHHWE OYJIbC-TEPANUU METHIINPEIHU30JI0HOM B jgo3e 500-
1000mr/cyT. unu aexcameraszoHoMm (40mr/kr/cyt) B Teuenue 3-5 aneil. [lynbcoBbie
TPEXJHEBHbIE BBEICHUS METHIIPEAHU30JIOHA 3HAYUTENIHHO YBEIWYUBAIOT YaCTOTY
pEMUCCUI M YMEHBIIAIOT PHUCK OCIOXHEHUH 10 CPaBHEHUIO CO CTaHIAPTHBIM
pexxumom ropmoHoTepanuu. Ilynsc-tepanuto 'KC wgame ucnonb3yor npu CKB u
JIPYTUX KOJJIareHo3ax.

Eciu AUWI'A  BhnepBbie TPOSABIAETCS HE TEMOJUTHYECKUM KPHU30M, a
YMEPEHHBIM CHIDKEHHEM remMoryioonHa 10 70-80 1/ ¢ yAOBJIETBOPUTEIHHBIM OOIIUM
COCTOSIHUEM, TO IPUMEHSIOT MaJjible J103bI Mpeaau30sioHa (30-60 Mr/cyT).

Bmopasa u mpemus aunuu mepanuu AUI'A

CILIEHOKTOMUS Ha3HAYAETCA MPU YACTHIX PEIUANBAX T€MOTUTHUECKUX KPU30B,
TSOKEJIOM TE€UYEHUHU 3a00sieBaHus, HenmpomokuTenbHoM 3ddekre or neuenus ['KC,
HEBO3MOXHOCTH ucmnonb3oBanusa ['KC (mpu s3BeHHO#N Oosie3HU sxkenmyaka wid 12-
MEPCTHON KHIIIKH, cCaXapHOM auadere, TUIEPTOHNYECKOM 00JIe3HH), a TAKXKE B cllydae
OTCYTCTBHSI PEMUCCHH B T€UeHUE 1-2 JIeT Mpu APYrux BUAX JICUCHHUS.
OTHOCUTENBHBIE TPOTUBONOKA3aHUA K CIJIEHAKTOMUH:

— JUTUTENIbHBIA MPUEM BBICOKHUX /103 IPEAHU30JI0HA K MOMEHTY MPUHATHUS PELICHUS;

— TsDKeIble H(PEKIIMOHHBIE OCIIOKHECHHSI;

— BBICOKUH TPOMOOTEHHBIN pUCK (aHTH(OCHOTUTTUIHBIA CHHAPOM, Bo3pacT Ooiee 70
JeT, TpoMO0AMOO0INY B aHaMHE3€e, MEepIIaTeNIbHASI apUTMUs);

— KOMILUIEKCHAsl COMAaTHYeCKas MaToJIOTUsl;

— BHYTPUCOCYIHUCTBIA BapUaHT T€MOJIn3a.

[IpenonepanmonHass moAroroBka npu octpeix (opmax AUI'A  Tpebyet
3aMECTUTENbHBIX TPAHC(Y3Ul OTMBITBIX FpUTPOUUTOB. [Ipu TuUTpe mpsiMoil MpoOsI
Kym0Oca Gonee 1:4 Bcerna Hano MPOBOAUTH WHIUBUAYAIbHBIM MOAOOP JOHOPCKOM
KpPOBH.
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B  mocneonepaluOHHOM  MEPUOAE  YaCThIM  OCJIOKHEHHEM  SIBISIETCS
ACIUICHUYECKHI TpOMOOIIUTO3, JOCTUTaloImuid MakcumyMma kK 6-21-my anro (500-
1800x 10° /m). Ilepcuctupyromuii TpOMOOIHMTO3 OTMEYAETCA y BCEX MALUEHTOB C
coxpansttouiericss anemueil. [locnenctsust TpoMOOIMTO3a — TPOMOO3BI MOPTAIBHON
CHUCTEMBbl U COOCTBEHHBIX BEH MEYEHH, MECT YCTAHOBKH BEHO3HBIX KaTETEPOB, BEH
HIWKHUX KoHeuHocTer u TOJIA. DTH OCHOXKHEHUS OXKUJIAEMbl IPU BBICOKOM
TPOMOOT€HHOM PHCKE.

[Ipu runepTpoMOOIIMTO3€ B paHHEM MOCICONEPALMOHHOM NEPUOJIE HA3HAYAIOT
KaK Jie3arperantbl (Mpernaparbl aneTwICATUIIIOBOM KucioTel, 100 mr 1-2 pasza B
CYTKH, /Uiy Kjaonuaorpen, HaunHas co 150-300 mr/cyt B Teuenue 1-3 nHeii, 3arem
37,5—75 Mr/cyt), Tak U HHU3KOMOJIEKYJISIpHbIE TeNapuHbl B MNPOPUIAKTUYECKHUX
nozax. JnourtenbHas cyOQeOpunbHas Temmeparypa, He pearupyomas  Ha
AHTUOMOTUKH, — YacTbId CIYTHUK HEPACMO3HAHHOTO BEHO3HOro Tpombo3za. [lpu
JTUArHOCTUKE TPOoMO03a MOPTaIbHOM CUCTEMBI (omImieporpadusi cocy10B OPIOIIHON
MOJIOCTH) WJIM JPYroro BEHO3HOTO TpoMOO3a PEKOMEHIYEeTCS KpyrioCyTOYHOE
BBeJIeHUE TemapuHa co ckopocthio 1000 en/u (24 000 ex/cyt) uHdpy3zoMaroM, Mo
KOHTpOJeM Koaryjorpammbl. [lpu coxpaHsiiomeicss THUIEpKOaryJsluu J103a
renapuHa MoxeT ObITh ToBbImieHa 10 1500—1800 en/dy, mpu 3TOM HEO0OXOAMMO
omnpenenenue ypoBHs anTutpomOuHa III. I'emapun BBOIAT HENpPEephIBHO, B TCUCHUE
3—4 Henmenb ¢ 00s3aTEIBHBIM KOHTPOJIEM KOJIMYECTBA TPOMOOLUTOB (BO3MOXHA
renapuH-uHAyIUpOBaHHas TpoMmOoruToneHus). B mocienymem mnepexonsr Ha
HU3KOMOJICKYJISIpDHBIM TemapuH (Hampumep, Hagpomapud, 0,6—1,2 mi/cyr, win
sHoKcamapuH, 40—80 Mr/cyT), a B naibHeWmeM Ha BapdapuH, 5 M B JIeHb, MO
koHTposem MHO.

NMMyHOCynIpeccHBHas Tepanus M HUTOCTATUYECKHE MPEnaparbl HA3HAYAIOT
NalyeHTaM MOXKWIOro Bo3pacTa (IepBasi Uiu BTOpas JIMHUS TEPAUM) U MalUEHTaM ¢
peunauBupyronumMu AUT'A B kauecTtBe TpeThel nuHuUM Tepanuu. Kak mnpaBuio,
NPUMEHSIOT 1UuKIodochaMul, a3aTUONPUH, MEPKANITOIYPUH WJIM TUOTYaHUH, PEIIKO
— npu xosiogoBoit AUI'A — BuHKpUCTHH M XJopamOyiuia. Ha HaganpHOM 3Tame
JIEYEHUs1 pEeUUJMBa TeMOJU3a BO3MOXKHO HMX COYETAHHE C TIIFOKOKOPTUKOWIAMH,
KOTOpbIE MOCTENIEHHO OTMEHSIOT B TeUeHUE 2—4 HEJEb.

llepcnexmuesnas mepanusi 6mopou—mpemueu TUHUU

s neyenus AVUTI'A ucnonb3yioT puTykcumad (MoHOkIOHaidbHbIe AT mpoTHUB
AT mumdommros CD20) B no3e 375 Mr/m? B Henemo B TeueHue 4-X Heaenb. YacToTra
NOCTH)KEHUSI PEMHUCCHM MpU JaHHOM JiedeHuu pocturaetr 55—80%. BaxHo
OTMETHUTD, YTO MOJOKUTETBHBIN 2PPEKT mocTUTraeTcs He Toabko y 60mpHBIX AUT'A ¢
TEIUIOBBIMU ~ arTJIIOTHHUHAMH, HO U mipu popmax AVI'A ¢ Hammgmem XOJI0I0BBIX
arrOTUHUHOB. HexenaTenbHbIE SIBJICHUS MPU TEeparuu pUTYKCHMAaOOM (OBIIIKA,
aucnencusi, cnabocth, 0eccoHHUIAa) BeTpeuanuch pexe (3,3—13,3% ciyqaeB), yem
npu anbrepHaTuBHOM Tepanuu (13,3—16,7% cnydaeB). 3HAUMMBIX OCIIOXKHEHUN TIPU
BBEJICHUU IpernapaTta He HaOJ01alu.

[IpeumymiecTBO Tepanmuu PUTYKCUMAOOM 3aKIIOYaeTcsi B BO3MOXKHOCTH
MpeKpalleHusl MOoJAePKUBAIOIIEro JieueHus. KpoMe Toro, y B3pocCiibIX MaleHTOB HE
OTMEYAJIOCh YBEJIIMYECHHUS] YacTOThl MH(MEKIMOHHBIX OCJIOXKHEHHUM, XOTS OINHCAHBI
ciyyau oboctpenuii BupycHbix rematutoB B u C. Herspkenble OakTepualibHbIC
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MH(EKIUU BO3HUKAIW TONBKO Yy 16% mDamueHTOB M Bcerja KyOUpPOBAJIUCH
HAa3HAYEHUEM AaHTUOMOTHUKOB, a Yy JIeTel, COIVIACHO MHPOBOM MpakTUKEe, —
BBEJICHUEM UMMYHOTJI00YIMHA.

Hano noMHUTB, YTO pUTYKCUMaA0 MPOHUKAET Yepe3 IUIALEHTY U B IIOJIHOM Mepe
BO3JelcTBYeT Ha B-numouutel mnona. B nepron 6epeMeHHOCTH 1Sl KYNUPOBaHUS
remonuiza npu AWI'A paspenieHbl NpPeIHU30J0H, J1Ba WMMYHOJENPECCAHTa —
a3aTHONPHUH U HUKJIOCIOPHH.

Meronom BblOOpa mpu jedeHun xononoBoud AUIA sasngetcs miazmadepes,
4yTO CHUXKaeT ypoBeHb AT u obGecnieunBaeT ynyuiieHue coctosinus OonbHbx. ['KC B
ATOM Clly4yae HE JAIOT MOJIOKUTENbHBIM 3P(HEKT, UX MPUMEHSIOT B MEHBIIHUX J03aX
(15-25 mr/cyT.), CIUIGHOKTOMHS TOXKE HE MOKa3aHa, T.K. CCKBECTPAIHs SPUTPOIUTOB
OPOUCXOJUT B OCHOBHOM B TME€YE€HUW U cocynuctoM pycie. Ilpornos myudie, B
OOJIBIIMHCTBE CIIy4aeB OHU HE TEPSIOT pabOTOCIIOCOOHOCTH.

K remorpancdysusm npu AUT'A noaxoasat ¢ 60JbLION 0CTOPOKHOCTHIO, T.K. B
pe3yNbTaTe MepeauBaHus KPOBH MOXKET YCUIIUTHCS TEMOJIU3 HE TOJIBKO COOCTBEHHBIX
SPUTPOLIUTOB, HO U MEPEIIUTHIX JOHOPCKUX IPUTPOLUTOB, MPU BHIPAKEHHON aHEMHU
NEPEMBAIOT OTMBITBIE SPUTPOIUTHI, MOA0OpaHHbBIE 1O HenpsaMoun mpode Kymobca.

Kputepuu orera Ha Tepanuio npu AUTA:

— Kpumepuu pemuccuu’ MOIHOE BOCCTAHOBJIEHHUE IOKa3aTesiel reMOorpaMMBbl
(ypoBHsi Tremornobuna > 120 r/n, perukynouutoB < 20%), ypoBHS HENPSIMOIO
omnupyOuna u aktuBHOCTH JIJII TPOIOIKUTENHLHOCTHIO HE MEHEE 2 MECSIIEB.

—  Kpumepuu uacmuunoti pemuccuu: temormoomn > 100 r/n, mons
PETUKYJIOLUTOB MEHEE ABYX HOPM, YPOBEHb HEMPSIMOTO OMIMPYyOUHA 25 MKMOJIB/IT U
HIKE B TEUCHHE HE MEHee 2 MECSIIEB.

— Omcymcmeue omeema Ha TEPANHUI0 KOHCTATHUPYIOT MPHU HE3HAYUTEITHbHOMN
MOJIOXKUTENIbHON TMHAMHUKE WJIM OTBETE Ha TEPANMIO MPOJOKUTEIBHOCTBIO MeHee |
MecsIIa.

OmunbKu 1 He0OOOCHOBAHHBIEC HA3HAUCHUS :

— N'mnepauarnoctuka AUT'A nipu otpunatensHoi mpode Kymbca

— Ha3HayeHnne npeaHU30JI0Ha TTPU TE€MOJIUTHYECKON aHEMHUM C HEIOKAa3aHHOMU
ayTOMMMYHHOM MPUPOIOMN

— IlpoBenenue mpobHoro kypca I'KC mo Hawama obGcrnemoBaHusi OOJBHOTO,
HEaJIeKBAaTHO HU3KHWE JI03bl U JUIUTEIbHAsE OECKOHTPOIbHAS TEpaIus NPeIHU30JI0HOM
Y UMMYHO/JIEITPECCAHTaMU

— Tepanus npegHU30I0HOM 10JbIIE 4 MECALIEB IPU OTCYTCTBUHM PEMUCCUN

— OTCcyTCTBHE KOHTPOJS 33 YPOBHEM TPOMOOILIMTOB, M yueTa TPOMOOTE€HHOTO
pHUCKa I1OCJIE CIUIEHIKTOMUU
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TecToBbBIC 3aJaHUSA:

1. K cuMnromaM aHEMHUM OTHOCSITCS

1) onpiiika, OJI€IHOCTD;

2) KpPOBOTOYHMBOCTH, 00JIM B KOCTSIX;

3) yBenu4yeHue cene3eHKH, JIMM(ATHIECKUX y3JI0B.

2. [loBbllIEHHE YPOBHS PETUKYJIOLMUTOB B NepudepruyecKoil KpOBU XapaKTEPHO JJIA:
1) XpoHHUYECKOM kKene30AePUIIUTHON aHEMUH;

2) armiacTUYecKO aHeMHH;

3) ayTOMMMYHHOM T€MOJIMTHYECKOW aHEMUU

3.B OpTraHMU3ME B3pPOCJIOTO YCIIOBEKA COACPIKUTCA .
1) 2-5 r xene3a;
2) 1-2r xene3a;
3) 4-5 r xenesa.

4. Ilpuznakamu geduiura xene3a sBisIoTCS:
1) BbIIaieHKE BOJIOC, IOMKOCTh HOT'TEH;

2) UKTEpUYHOCTH CKIIED;

3) yBeNMYCHHE TICUYCHH,

4) mapecrte3uu.

5. HpenapaTLI KCJIC3a HABHAYAKOTCA:
1) Ha cpox 1-2 Henenu;

2) Ha 2-3 Mecsina;

3) Ha 5-6 MecsIIeB.

6. 'umoxpomHas aHeMus .

1) MOXeT OBITh TOJIBKO KeJe30Ae(UITUTHOM;

2) BO3HHUKACT MPH HAPYIICHUN CHHTE3a OPPUPUHOB;
3) MOXeT OBITh MEraJIo0JIACTHOM.

/. I'unopereHepaTopHblil XapaKTep aHEMUHU YKA3bIBAET HA!
1) HacneACTBEHHBIN CHEPOLUTO3;

2) ana3uio KpOBETBOPEHHUS;

3) HEOCTATOK KeJe3a B OpraHnu3Me;

4) ayTOUMMYHHBII T€MOJIH3.

8. s sxene301ehUIIUTHON aHEMUH XapaKTEePHBI:

1) THIIOXpOMHUA, MUKPOLIUTO3, CI/I,Z[epO6J'IaCTLI B CTCPpHAJIBHOM ITYHKTATC;

2) THIIOXpOMUA, MUKPOLIUTO3, MULIICHCBUAHBIC SPUTPOUUTHI;

3) THIIOXpOMUS, MUKPOLIUTO3, ITOBLIIIICHUEC )KCJIC3OCBH3BIB8.IOIHCI>’I CIIOCOOHOCTH ChIBOPOTKH,
4) THIIOXpOMHUA, MUKPOLIUTO3, TOHUKCHUC )KCHC3OCB$IBBIB3.IOH_[CI>'I CII0COOHOCTH ChIBOPOTKH,
5) THIOXPOMHUSI, MUKPOIIUTO3, TIOJIOKUTENbHAS iecepanoBas mpooba.

9. Eciit y GOJIBPHOTO MMEETCSl THIIOXPOMHAsI aHEMHUSI, ChIBOPOTOUYHOE JKene30-2,3r/1,
OXCC-30 MKMOIIB/JT, TO Yy HETO'
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1) xene3oneuIUTHAS AHEMUS;
2) cupepoaxpecTudecKkas aHeMHUs;
3) TanaccemMus.

10. Tlocne cryieHPKTOMUU MIPU HACJIEICTBEHHOM C(EepOIUTO3E:
1) B KpOBU HE ONPEIEIAIOTCS CPEPOLUTHI;

2) BO3HHUKAET TPOMOOILIUTO3;

3) BO3HUKAET TPOMOOIUTOTICHHUSI.

11. YV OonbHOrO HMeeTCs aHeMUusl, TMOBBIICHUE YPOBHA OwinpyOMHaA 3a CUeT

HEeMnpsMON (Ppakivy U yBEJIMUCHUE CeJIe3eHKH. MOXKHO MPEoNI0KUTh BCE, KpOME:
1) HacmenCTBEHHBIN C(EepOoIUTO3;

2) arIacTHYECKYI0 aHEMHUIO,

3) Bio-nedunutHy0 aHeMHIO;

4) ayTOUMMYHHYIO T€MOJUTHYECKYIO aHEMHUIO.

12. KnnuanueckuMu nposiBeHUsIMU (posineBo1epUITMTHON aHEeMHH SIBIISTFOTCS |
1) ronoBOKpyXeHHE, TUCTIETICUUECKHE TPOSBICHUS;

2) mapecTtes3uy;

3) npu3HaKu GYHUKYISIPHOTO MUENO03a.

13. BHYTpUCOCYAUCTBIN IreMOJIHU3:

1) HUKOT/1a HE TPOUCXOIUT B HOPME;

2) XapaKkTepHU3yeTcs MOBBIIICHUEM YPOBHS HETIPSMOTO OMIMpyOUHa;
3) xapakTepHu3yeTcs MOBBIIICHUEM YPOBHS IPSIMOTO OUITMpYyOHHa;
4) XapakTepHu3yeTcsl TeMOTIIOONHYPHEH.

14. HauGonee wWHGOPMATHUBHBIM  METOJIOM  JUATHOCTUKH  ayTOMMMYHHOM

TeMOJINTHYECKON aHEMHUH SIBIISICTC .

1) onpeneneHue 0OCMOTHYECKOH PE3UCTEHTHOCTH SPUTPOIIUTOB;
2) npsmas npoba KymOca,

3) menpsamas nmpodba Kymoca;

4)omnpeencHrne KOMIUIEMEHTA B ChIBOPOTKE.

15. Jlnst nuarHoctuku Biz-neuIuTHONW aHEMUN JOCTATOYHO BBISBUTH.

1) runepxpoMHyI0, TUIIOPETreHEPATOPHYIO, MAKPOIIUTAPHYIO AaHEMUIO;

2) TUIEePXPOMHYI0, TUTIOPET€HEPATOPHYIO, MAaKPOLIMTAPHYIO aHEMUIO U aTPOPUUECKUIl TaCTPUT;

3) TUNEpPXpPOMHYIO, THIIOPETeHEPAaTOPHYI0, MAaKpPOLMTAPHYI0 AaHEMHUIO C OIpEICICHUEM B
sputponutax tenen XKomm u konern Kebora;

4) runepxpoMHyI0, THIIOPETeHEPATOPHYI0, MAKPOLMTAPHYIO aHEMUIO;

5) merano0racTUYECKUI TUIT KPOBETBOPEHUSI.

16. Tlpu neuennun ButaMuHOM B1)!

1) o0s13aTeNIbHBIM SBJISIETCSL COUETAHHUE €ro C (POIMEBOM KUCIOTOM;

2) peTUKyJIOLUTApHBIA KpU3 HacTynaeT yepe3 12-24 yaca nocsie Havasia JeyeHus;
3) peTUKyIOLUUTapHBIA KPU3 HACTYNAeT Ha 5-8 JIeHb Nocie Havaja JeueHMs,

4) BceM OOJIbHBIM PEKOMEHyeTCsI IPOBOAUTH FreMOTpaHChy3HH.

17. Buytpennuii pakrop Kactna:
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1) oOpasyercs B hyHIATBHON YaCTH JKEITY KA,
2) oOpasyercs B IBEHAIATUIICPCTHON KHUILIKE;
3) oOpa3yercs B IEYCHH.

18. Ecnu y 60J1bHOTO MOSIBISIETCS YepHas MOYa, TO MOKHO JyMaTh!
1) 00 amacTU4YecKoil aHEeMUH;

2) 0 BHYTPUCOCYIUCTOM IFE€MOJIU3E;

3) 0 HaACJIEICTBEHHOM C(EPOLIUTO3E.

19. Tlocne cruienskroMuu y 60asHOr0 ¢ AVT'A:

1) cepbe3HBIX OCJI0)KHEHUH HE BOSHUKAET;

2) MO’KET BOZHUKHYTh TPOMOOIIUTOIIEHUYECKUI CUHIPOM;

3) MOryT BO3HUKHYTH TPOMOO3bI JIETOUHBIX U ME3EHTEPUAIbHBIX COCY/IOB;
4) He ObIBaeT MOBBIIIEHUS YpoBHS TpomOo1uTOB BhIe 200.000.

20. KnnuHn4eCcKuMH MpOosBICHUSIMH (POJIUEBOICPUIIUTHON aHEMUU HE SIBISIOTCS:
1) rosoBoKpyKeHue, caabocTh;

2) TOLIHOTA, HAPYILIEHUS CTYJa;

3) npu3Haku GYyHUKYISIPHOTO MUEN034;

4) GneTHOCTh KOXKH, UKTEPUYHOCTH CKIIEP

OTBeThbI K TECTOBBIM 3aIaHUAM

01-1 06-2 11-2 16-3
02-3 07-2 12-1 17-1
03-1 08-3 13-4 18-2
04-1 09-1 14-2 19-3
05-3 10-2 15-5 20-3

CuryanuoHHbIE 3a1a4H1
3amaya Ne 1
bonwsnas A., 30 net, mocTynmia ¢ xajio0aMu Ha c1aboCTh, TOJTOBOKPYKECHHE,
IIyM B yIIaX, MeJbKaHWE MYIICK Tepea Tria3aMu, OJBIIKY Mpu (U3HUIECKOU
Harpy3Ke, CKJIIOHHOCTh K YIOTPEOJICHHIO B MUY MeTa.

B anamHe3e: aJCHOMETPHO3 C TUIEPHOJIMMEHOPPEEH, XPOHUYECKUU
nienoHepuT.

OO0beKTHBHO: KOXXKa U BHIUMBIE CIU3HUCTBIE 0007I04KH Onennbie. CUMITOM
«cuHuX ckiep». Hortu nedopmupoBanbl, JIOMKHE. S3bIK YHCTBINA, BIAXKHBIH,
Kapuo3Hble 3yObl B POTOBOM monocTH. MMeroTcs 3aeasl B yrilax —pra.
[Mepudepudeckue mumbOy3Ibl HE MATBLMUPYIOTCS. B JeTKUX IbIxaHue BE3UKYISIpHOE,
xpunoB HeT. TOHBI cepialla NPUTTYIICHBI, PUTM MPABWIbHBIA, BBICIYIINBACTCS
cuctonudeckuii mym Ha Bepxymke cepana. YCC 84 B munyty. AJl 110/60 mm pr. CT.
IleyeHbp U cene3eHka He yBenudyeHbl. CUMIITOM MOKOJAYMBAHUS IO MOSCHUYHOU
obJyiactu ¢cabo MOJIOKUTEIbHBIN CIIEBa.

Anaaus kposu: Hb 72 r/m, sp. 2,8x10%/m, LI 0,6, petuxymnomuts! 1,3%o,
tpom6Gonutel 180x10%m, neiik. 4,2x10%n1, n/4-6%, c/9-51%, numd. 40%, MoH.-3% ,
COD-15 Mm/4. Ma3ok — aHU3OLMTO3, MOUKUIOLMTO3, TUIIOXPOMUSL IPUTPOLIUTOB.
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Conep:xanue xene3a B CbIBOPOTKe KpoBH — 6,0 Mmxmoib/i1, OXKCC — 86,4 MKMOIIB/1,
Hacklenue Tpancheppuna — 9,0%, pepputun 10mMkr/m.

1. Knuanueckuii 1uaraos?
2. HeoOxoaumbie 1000CIIE10BAHUS.
3. Jleuenue u npopuiIakTHKA.

3agaya Ne 2

BonwHolt 45 ner, arpoHOM, MOCTYNWJI B KJIWHUKY C >Kajmob0amMu Ha CIaboCTh,
TOJIOBOKPYKEHUE, OJBIIIKY TP  HE3HAUUTENIbHOW  (u3nueckoil  Harpyske,
cepaleOrueHrne, reMopparuueckue BBICHITIAHMS Ha KOXKE TYJIOBHINA, KEITYTO0YHOE
KPOBOTEUYCHHUE.

Oxkono 2-X Henenb HazaJl ydyacTBOBaJI B 00pabOTKE MOCEBOB CEIbXO3KYIBTYP
WHCEKTHUIMaMH, TIOCJIe ATOTO OTMeuajiach pBOTa KOopeHHOHU ryIieH, a 3aTeM cTajau
HapacTaTh MEPEUNCIICHHBIE BBIIIIE CUMIITOMBI. [ OCIIUTaTU3UPOBAH.

O6bexTBHO: CocTosiHue Tsokenoe. KokHble MOKPOBBI U BUAUMBIE CITU3UCTHIC
000710uKkM  OJeAHBIE, C CEPOBATHIM OTTEHKOM, T'€MOPpPAaruyecKue BBICHITIAHUS
CMCIIIAaHHOTO THINA Ha KOXE TYJIOBHINA M KOHe4yHocTeld. OTEKOB HET.
[Tepudepuueckue mumMdOy3bl HE NATBIUPYIOTCA. B Merkux asixaHue ociabiIeHHOE,
€MHUYHBIC BIIAXKHBIC XPUITbI B HUXKHUX OTJENIax ¢ oOeux cTopoH. TOHBI cepaia
npurayieHsl, put™M npaBmwibHbEIN. UCC 100 B Munyty. Al 90/60 MM pT. cT. [leuens
He yBenunueHa. CeneszeHka: JMHHUK 10 cM, monepeyHuk 4 cMm.

Ananus kposu: H 67 r/x1., 9p. 2,35 x 10'%/1, uBeroBoii nokaszarens 1,0, neiik.
1,0 x 10 %1, 3. 0 %, . 11 %, c. 36 %, numd. 50 %, moH. 10 %, petuxynorutrs! 0 %,
TpomGouuTs 48,0 x 10%1, COD — 51 MM B uyac. IIpoba Kymbca oTpuniatensHas.

1. TlpeaBapurenbHbIi qUarHO3?

2. Tlepeuncnure MeTOIbI 0OCIICIOBAHMS.

3. IIpuHIUIIBI U METOIBI JICUCHUSI.

4. Kak npoBoAUTCS reMocTaTU4YecKas Tepamnus?
5. Tpebyercs nu anTHOAaKTepHUATbHAS TepaNUs?

3agaua Ne 3

bonenas C., 49 ner, mocrynmia c kajgo0aMu Ha CHIDKCHHE alleTHTa,
OIYIIICHUE TSHKECTH B AMUTACTPAIIBHOW 00JaCTH, #OKCHUE B SA3BIKE, KUIKUHA CTYII,
ONBIIIKY MW  CepAlcOMEeHne TpH HE3HAYUTEIbHOH  (HU3WYSCKOW  Harpyske,
TOJIOBOKPYKEHHUE, IIIYM B YIIaX, OHEMEHHE HOT U PYK, BBIPAKEHHYIO OOIIYIO
cl1a00CTh.

M3 anamue3a 3a0o01eBanus: boibHOI ceOs cunTaeT B TeueHne lromga, Koraa
oOpatnia BHUMaHHE Ha CJIa0OCTh, IOBBIIICHHYIO YTOMJIIEMOCTh. B TO Bpems K
BpauaM He oOpamanack. I[locmemnue 2 Mecsdma K IEPEYUCICHHBIM JKao0aM
MIPUCOCAUHUINCH TOJIOBHAS 00JIb, M B yIIaX, HapacTalomas OJIBIIIKA, TaPECTE3HH,
YKKEHHE B S3bIKE, TUCIIETICHYECKHE PacCTPONCTBA.
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OO0beKTUBHO: TOHWKEHHOTO MHUTAHMS, KOXa OJeaHas, C JUMOHHO-KEIThIM
OTTEHKOM, CKJIEPbl CYOMKTEpUYHBIC. SI3BIK SPKO-KpacHbIM C TpEIIMHAMH, COCOYKU
criuaxeHpl. CIM3UCThIE OOOJOUYKM TOJOCTH pTa OJieqHble, SBICHUS adTO3HOTO
ctomaruta. llepudepuyeckue naumMpoy3npl HE  HAIBIUPYIOTCA. [ 'paHUIIbI
OTHOCHUTEJIBHON CEpJCYHOM TYIOCTH CMEIIECHBI BJIEBO Ha 1,5 CM, CHUCTOIMYECKUU
IIyM Ha Bepxylke. TOHBI cepana IPUITIYLIEHBI, PUTM IpaBUIbHBIA. Yucio
ceplieuHbIix cokpaieHuil 104 B munyty. Aprepuanbaoe nasinenue 110/70 mm pT. cT.
Ileuenb: pasmepsl 1o KypnoBy — 14x11x9 cm, npum nampnanum MsArkas,
6e30ose3HeHHas. Cene3eHKka HE MaJbIIUPYETCs, MEPKYTOPHO €€ pa3Mephl: JUIMHHHUK
10 cm, monepeyHuk 8 cM.

Ananus kposu: Hb 65 r/m, sp. 1,8x10*%/m, LIIT 1,4, peruxynomutst 0,1%o,
tpomGouutel 100x10%n, neiik. 2,5x10%n, n/a 10%, c/a 46%, mamd. 40%, moH. 4%,
CO3 10 mM/u. B Ma3ke KpoBU Pe3KO BBIPAXKEHHBI MAKPOAHU30LUTO3, SPUTPOLUTHI C
anepHbiMu  aepuBatamu  (koibua KebGora, Tenbua Kommm) u 6a3zodunbHON
ITyHKTaIEeu.

[TocTaBbTe IpeIBaApUTEILHBIN THATHO3.

Ha3nauybTe HEOOXOAUMBIE 00CIIEIOBAHUS.
HaznaubTe 1eueHue.

Bo3MoykHa 11 Tepanus 10 YTOYHCHHS BUa aHCMUU?
Kaxk monro mpoBoauTcs moaiepKruBaroiias Teparnus?

a0

3agaya Ne 4

bonwsnoit X., 56 ner, mansap. Ilocne nmpoBenaeHUs TaKOKPACOUHBIX PaObOT Yepe3
CYTKHM MOYYBCTBOBAJ PE3KYI0 CIa00CTh, OJBIIIKY NMPU HE3HAYUTEIHLHOU (PU3NYECKON
Harpy3ke, MOSBUJIOCH JKEITYITHOE OKpalIMBaHWE KOXH M CKIEp, IOBBIIICHNUE
TEMIIEpaTyphl Teja J0 cyodeOopmibHbIX IHdp. PaHee mMoXokux MpOsSBICHUN HE
orMeuanoch. OOpaTuics K Bpauy.

O6bexTnBHO: OOIIEe cocTosHUE CcpeaHel crerneHu. KoXXHble TOKPOBBI
KENTYIIHBIC, CKIEPhl UKTEPUUHBI. B JIETKuX IpIXaHWE BE3UKYISAPHOE, XPUIIOB HET.
Tons! cepana npuraymensl, put™ npaBwibHb. YCC 100 B munyty. Al 100/60 MM
pT. cT. JKuBOT MsiTKuii, 6€300JI€3HCHHBIN MTPH Maybnanuu. [ledeHp BrICTynaeT u3-moj
Kpass pebepHoit ayru Ha 2 cm. Cene3eHka: JIMHHHK 16 cMm, momepeyHuk 8 cwm.
[TokonaunBaHue 1O MOSCHUYHOM 00s1acTr 6€3001e3HEHHO ¢ 00enx cTopoH. Moua (co
CJIOB OOJILHOTO) HACHIIIEHHO-KEJITOTO I[BETA.

Anaaus kpou: He 64 r/n., sp. 2,0x10'%/n, nserosoii mokaszarens 0,96,
neitk.4,4 x 10 %0, 2. 1 %, 6a3. 2%, n. 14 %, c. 48 %, mumd. 27 %, moH. 8 %,
petuxynonutsl 29 %,, Tpom6ouutsl 180,0 x 10%1, COD — 64 MM B yac. bunupy6un
o6t 48,8 MKMOITB/JT (TIpsiMON — 6,5MKMOJTB/11, HEnTpsiMOl — 42, 3MKMOJTB/TT).

1. TlpenBaputenbHbId TUATHO3?

2. Ha3znaubpTe HEOOXOAMMBIC 0OCIICIOBAHUS JUIsl YTOUHCHUS TUAarHO3a.

3. Ha3znaunTe neuenue.

4. MO>XHO JT1 IPOBOJAUTH TeMOTPaHCHY3UH JaHHOMY MAI[UEHTY U oueMy?
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3. AnddepenumnanbHas IMArHOCTUKA JIEHK030B, IPUHUMUIIBI JieY eHH s

3.1 OcTpble Jeiiko3bl

Jleiiko3bl — 3TO OIyxoJieBble 3a00JIEBAHUS CUCTEMbl KPOBU C TE€PBUYHBIM
MOpa)KEHWEM KOCTHOT'O MO3Tra U MOCIEAYIONIel renepanns3anueit mpouecca.

B ocHOBy knaccudukanuu JeHKO30B TOJOXKEHBI MOPQOJIOTHYECKHE U
IUTOXUMUYECKHE OCOOEHHOCTH KJIETOK, COCTaBISAIOIIMX cyOcTpaT omyxoiu. Ecnu
cyOcTpaToM Jieliko3a SBISIOTCS He3pelble (OJacTHBIC) KJIETKHU, TO JaHHbIE (POpMBI
0003HayalTCsA Kak OCTpble Jielko3bl. [Ipu XpoHUUeckux Jieko3ax mnpoiudepupyror
CO3PEBAIOLIUE U 3PENbIE KIETKH.

Octpbie aeiiko3bl (OJI) — rereporeHHas TpyIlma 3J0KaY€CTBEHHBIX
3a00IeBaHUNl  CUCTEMBl KpPOBH, MPOUCXOIAIIUX M3  KICTOK-TIPEIIIECTBEHHHUII
reMornod3a U XapakTepHU3yloIIHMecss HMCXOAHBIM MOpPAXXEHUEM KOCTHOTO MO3ra,
BBITECHEHEM HOPMAJIbHOTO KPOBETBOPEHHUS M BOBJICUCHHUEM PA3JIMYHBIX OPTaHOB U
cuctem opranusma (LITHC, auuku, mumparryueckast TKaHb JF000H JIOKATU3AINH ).

Knaccupukauus ocTpbiX JIEHKO30B

Coznacno ¢panxo-amepuxo-opumanckoin  (FAB)-knaccugpuxayuu OJ1
paszieseHbl Mo MOp(OUUTOXUMHYECKUM MapameTpaM Ha 2 TPYIIbl: MUEIOUTHBIC
(renmumdoO6IacTHBIC) U HEMUETOUIHBIC (TUMQOOIIaCTHBIC).

Muenonabie dbopmbI (OMJI) JEIISITCA Ha CJIEIYIOLIHE
MOpP(OLUTOXUMHYECKIE BAPUAHTHI:

- My — ¢ MuHUManbHOM T (HEpEeHITMPOBKOH,

- M1 - Mueno6racTHbIi 0€3 co3peBaHuUs,

- M, — Mueno0JIacTHBIN ¢ CO3pEeBaHUEM,

- M3 — npoMuenouuTapHbIi,

- M4 — MHEIOMOHOOJIACTHBIH,

- M5 —MOHOOJIaCTHBIM,

- Mg — apurpomuenos,

- M7 — Merakapuo0J1acTHBIH.

Jlumdobnactasie popmel (OJIJI) nenst Ha 3 MOATPYIIIHL:

- L1 — MuKkporpanymnsipHbIi,

- L> — co cpenHuMu rpaHynamu,

- L3 — makporpaHyisipHbIil.

Knaccugpurkayus Becemupnoiu opzanuzayuu 30pasooxpanenus (BO3, 2016)
Octpbie mMuenonanbie Jeiiko3bl (OMJI) moapasnensitoTcs Ha KIMHHKO-
MATOJIOTMYECKUE TPYIIIBI B 3aBUCUMOCTH OT WX IMUTOTCHETHYECKUX U MOJICKYJISIPHO-
IF€HETUYECKUX OCOOCHHOCTEN
— OMUJI ¢ ycToiuuBO BBISIBIIIEMBIMU TeHeTHdeckuMu anomanmsimu (1(8;21)(022;022);
Octpeiit MIPOMHUEIIOLIUTAPHBIN JIEUKO03 c t(15;17)(q22;q12); OMIJI
(MerakapuobsacTHbii) ¢ t(1;22)(p13;q13); OMJI ¢ BCR/ABL);
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— OMJI c¢ rennbiMu wmytarmusmu (OMJI ¢  wmytupoBanHbiM reHoM NPM1;
OMJI c¢ OwunamnensHoir wmyrtaumeir rena CEBPA; OMJI ¢ MyTupoBaHHBIM
reaom RUNX1);

— OMJI ¢ u3MEHEHHUSIMH, CBSI3aHHBIMHM C MHUEJIOTUCIIIa3HEH

— MuenouHbIe HEOIIa31H, CB3aHHBIC ¢ MPeaIIecTBYIoeH XxumMuoTepanueit (XT);
— OMJI, mno-gpyromy He cnemupuinupoBanusie (OMJI ¢  MHUHUMaTBLHOMN
muddepennmpoBkoir, OMJI  6e3  cospeBanusi, OMIJI ¢  co3peBaHueM,
MHEJIOMOHOOJIACTHBINA, MOHOOJIACTHBIN, SpUTpOMUEo3, MerakapuoonactHeiil, OJI u3
0a30(¢uI0B, OCTPBII MUETOPHUOPO3);

— MuenouaHnas capkoma (dKCTpaMeyJIIpHasi MUETIOUIHAS OITyXOJIh);

— MuenouaHbie OIyX0Jid, CBsI3aHHBIC ¢ CUHAPpOMOM JlayHa;

— Octpbie nelko3bl  HeompeneneHHoW JnuHuM auddepeHunpoBku  (OcTpbiid
HeudGepeHIupoBaHHbIN JIelK03; OCTpHIi JIeiiK03 cMelIanHoro (peHoruna u ap.)

Octpoie aumdodaacTbie Jeiko3bl (OJIJI) paccmaTpuBatoTcs B pasjene
OITyXOJiel U3 MpeAlecTBeHHUKOB T- u B-numdonuTos:

— muMpOOIACTHBIN JICHKO3 U3 TIPEAIICCTBEHHUKOB B-KIeTok;

— muM$OOIACTHBIN JICHKO3 U3 IPEAIICCTBEHHUKOB T-KJIETOK

INuaeMHO0I0TUsA 3200/ 1eBAaHUS

OMUJI 3aboneBaroT B cpeaHeM 3—5 yenoBek Ha 100 ThIC. HAaceJeHHUS B TO/I.
[Ipu »sToM 3abosieBaeMOCTh pE3KO BO3pacTaeT B Bo3pacte cTapmie 60 Jer u
coctaiisieT 12—13 cnydaeB Ha 100 ThiC. HaceneHus y Jull B Bo3pacte ctapiie 80 Jer.
Menuana Bo3pacTa 3Toro 3a001eBaHusl COCTABISIET 65 JeT.

Octpsriit mumdobmacTHbM neiko3 (OJIJ) sBiasercs camoit pacpocTpaHeHHOM
OMyYXOJIbI0O KPOBETBOPHOUN TKaHU y nere, coctaBisisi 30% Bcex 3710KaueCTBEHHBIX
OIyXOJie JETCKOTO Bo3pacta. MakcumanbHble 3HauYeHHs 3a00JIeBaeMOCTU
npuxoAsTcss Ha gerckuii Bo3pact (60% OompHbix OJIJI momoxe 20 ner). VYV
nauueHToB Monoxe 15 nmer OJUJI muarnoctupyercs B 75% ciaydaeB Bcex OJI. ITuk
3aboneBaemoctr OJIJI mpuxommtcs Ha Bo3pacT 3-4 ToJa, 3aTeéM YacTOoTa €ro
CHIJKAETCS, M BTOPOM MoabeM oTMeudaeTcs B Bo3pacte 50-60 ier.

ItHosiorud MW mnaroreHe3 3adojgeBaHusi. OJl aBiageTcss cCIEICTBUEM
MOBpEeXACHUs (MyTallMM) B T€HETHUYECKOM MaTepHhayie KPOBETBOPHOU KiIeTKH. B
pe3yibpTaTe 3TOro HapylaeTrcss KOHTPOJIb 3a KJIETOYHBIM IUKIOM, H3MEHSETCS
MpollecC TPAHCKPUIIIIUA U TPOAYKIIMHM psia KIIOUEeBBIX OenkoB. Bcenencreue
OeCKOHTpPOJIbHOU Tponudepanuu B OTCYTCTBUE AUPHEPEHIIUPOBKH MPOUCXOTUT
HakoIieHne mnaTtonorudeckux kietok. [latorene3 OJI cBA3aH ¢ TeHETHYECKUMHU
MOJIOMKaMHM, 3TO YacTO MOATBEPKAACTCS OOHAPYKEHUEM PA3IMYHBIX XPOMOCOMHBIX
abeppanuii (TpaHCJIOKaIlUM, JeJeluid, MHBEPCU U T. 1.). B OOJIBIIMHCTBE Clly4aeB
KOHKpeTHass mnpuunHa Bo3HUKHOBeHUs OJI ocraetcs HeuszBecTHOH. OHAKO
CYIIECTBYET HECKOJIBKO TMpeaApaconararonmmx ¢(akTopoB, KOTOpPHIE 3HAYUTEIHHO
YBEIIMYUBAIOT PUCK pa3BUTUsA 3TOro 3aboisieBaHus. K JeiikeMOreHHbIM (akTopam
OTHOCSITCS MOHU3UPYIOIIAsl pajidaliusi, XUMHUO- U PaguOTepanusi Mo MOBOAY APYTUX
OMyXO0JIel, XUMHUYECKUE BEIIECTBA, KYypEHHE, HJIEKTPOMArHUTHbIE BOJHBI. Puck
pa3Butus BropuuHoro OJI Hambosee BBICOK B mepuod OT 2 g0 9 ner mocie
3aBEpIICHUS] NpEeAEeCTBYIOmEer xumuorepanuu. B 85 % cioydaeB BTOpuYHBIE
JIEUKO3bl BO3HHUKAIOT B CPOKH 110 10 JIeT OT OKOHYaHHUSI JIEUEHUS.
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Knunuueckaa kapmuna ocmpozo neiikosa. J1e6r0t OJI MOXET OBITh OCTPBIM
C TOBBIIGHHEM TEeMIEpaTypbl Tela, pPe3Kol CcIaboCThlO, WHTOKCHUKAIIUEH,
KPOBOTOYMBOCTHIO,  TsDKENbIMU — HMHPexkuusMu. OJHAKO  HEpPEeAKO  JHarHo3
YCTaHABIMBAIOT CIy4allHO NpH MOpO(PUIAKTUYECKOM OCMOTpE WM B Ccllydae
roCIUTAIM3ALUY TTAIMEHTA 110 MTOBOIY aHEMUU HESICHOTO T'eHe3a.

B pasepnyToii ctaguu OJI BEIAENSAIOT HECKOIBKO CHHIPOMOB:

1) TUNIEPIUIACTUYECKUM. Boznukatot MPOSIBIICHUS OTyXO0JIEBOM
nponudeparuu (damie npu OJII). Iposeisercs nuMdoaaeHONaTUEH, renaTo - u/uin
CIUICHOMETaINel, OTMEYaloTCs JICMKeMUIbl KOXKH, TUIEPIUIa3usi MUHAAINH, JIECEH,
HEUPOJIEUKEMUS;

2)  WHTOKCHKAIIMOHHBIN. OTMeuaroTCsi  MPOSIBIICHUS  OMYXOJIEBOM
WHTOKCUKAIMKM (JIUXOpajika, IMOXyJaHUEe, HOYHbIE TOThI, CIA00CTh, AHOPEKCHS,
pa3OoUTOCTh, O0IIast aCTCHU3AIHS);

3) aHeMuyeckuii (yrHETCHHE OSPUTPOHIHOIO POCTKA B KOCTHOM MO3IE).
[lposiBnsieTcss ~ mMpu3HAKaMd  THUIIOKCMHW  OpraHoB ®W  TKaHedl  (cimabocTh,
TOJIOBOKPYKEHHUE, OJBIIIKA MPU Harpy3Kke, IIyM B yIax, cepleOueHue, MeIbKaHHe
«MYIIEK» Mepes ra3aMu H T.11.);

4) reMOpPpParuyeCcKui. Boznukaer BCJICJICTBUC YTHETCHUS
MErakapuoOIUTaApHOTO POCTKA KOCTHOTO MO3ra M HapyIIEHUs BBIPAOOTKU (HAKTOPOB
CBepThIBaHMs B MeueHH. OTMEUaroTCs KPOBOM3IHMSHUS B KOXY IETEXHUAJTbHOTO H
reMaTOMHOIO THIIA, B  CJIU3UCTbIE OOOJIOYKH, KPOBOTEUYEHHUS  Pa3TUYHON
JIOKANHU3aIUU, MOXET ObITh KPOBOMBIHUSHUE B TOJIOBHONM MO3T. OCOOCHHO TsKejbie
reMopparuyeckue MmposiBJIeHUs, BILUIOTh 10 pa3Butusa cunapoma J[BC nabmromarorces
IPU OCTPOM ITPOMUEIOLIUTAPHOM JIEHKO3E.

5) uHGEKIMOHHbIE OCJIOXHEHHUS PA3IMYHON AITHOJOTUU U JIOKAIM3AIMU B
nebroTe 3a00J1eBaHMS BBISBISIOTCS OOBIYHO MPU MPOTHOCTUYECKH HEOJArompUsATHBIX
Bapuantax OJI (rumepiaedKoUMTO3, MacCHMBHAas OpraHOMEraiausi, HCXOJHas
JICUKOTICHHUS ).

Heuponeiikemusn BO3HHMKAET BCIEICTBUU BHYTPUUYEPEIIHOM TUNEPTEH3UU U
crienuduyeckoi MHPUILTPAIIMK BEIISCTBA MOJIOBHOT'O M/WJIX CIIMHHOTO MO3ra U €ro
000s109eK OITYXOJIEBBIMU KJIETKAMH. Heitponenikemus XapaKkTepU3yeTcs
MEHUHT€IbHBIM M THUIEPTEH3UBHBIM CHUHAPOMAMHU: OTMEUYAETCs IOCTOSTHHAS
rojioBHasi 0O0JIb, BO3MOXHA PBOTA, BSUIOCTh, BBISBISIETCS OTEK JUCKOB 3PUTEIBHBIX
HEPBOB, MOTYT OBbITh HUCTArM, KOCOTJIa3U€, NUILIONUS, APYTHe MPU3HAKU MOPAKEHHUS
YepEeHO-MO3TOBBIX HEPBOB, BBISBIISIIOTCS PUTHAHOCTD 3aThUJIOYHBIX MBI, CUMIITOM
Kepnura. Ilpu meractazupoBaHUM JIEMKO3HBIX KJIETOK B IMAYTHHHYIO U MATKYIO
MO3TOBbIE O0OJIOYKM CIHUHHOTO MO3ra MOTYT pa3BUBAThCS  UYBCTBUTEIbHBIE H
JBUTATEIIbHBIC HapymieHus (TTapecTe3nu, mape3bl HIKHUX KOHESYHOCTEH, HApYIICHHE
¢ynkuuu TazoBeix opraHoB). [Ipu OMIJI HelipoineiikeMusi TOBOJIBLHO peaKa B 1e00Te
0oJie3HH, yalle Bcero Heiponeiikemus pazpuBaetrcs npu OJIJI, a Tak:ke MUETOMOHO-
1 MOHOOacTHBIX Bapuantax OJI.

Jlabopamopnas ouaenocmuka OJI 0OCHOBBIBaeTCS HA OOHAPYKEHUH OJACTHBIX
KJIETOK B KPOBU W/WJIM IYHKTaTe€ KOCTHOro Mo3ra. Ilpu oOHapyKeHUH B KOCTHOM
Mo3re 6onee 20% OIACTHBIX KJIETOK BBICTABIIACTCS TUArHO3 OCTPOTO JICHKO3a.
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B kInMHWYEeCKOM aHaim3e KPOBH OTMEYAIOTCS aHEMHs] M TPOMOOIIMTOTICHHS
paznuyHOi crteneHu. KoinyecTBO JEHKOLUTOB MOXET KOJe0aTbcsi B IIMPOKHUX
npegenax (HOpMalibHOE, TOHWKEHHOE WIM TMOBBbIIIEHHOE). B  nelikouuTapHOii
dbopmyne oOHapyKHBaIOTCS OJACTHBIE KIETKH, a MeXAy OJlacTaMu U 3pebIMU
TpaHyJOIUTaMUA OTCYTCTBYIOT MPOMEXYTOYHBIE (DOPMBI KIETOK HEHUTPOPUIBHOTO
psana (Tak Ha3bIBa€MbIM JIeMKeMUYecKUi mpoBail Wi <«3usHue»). COD B Hauaie
3a005eBaHUsI MOXKET OBITH B Mpejienax HOpMbl, B JanbHeleM — COD noBbllIeHa.

B muenorpamme npu octpom Jieitkosze omnpenensiercs 6onee 20% O61acTHBIX
KIETOK, YrHETeHHE BCEX HOPMAIbHBIX POCTKOB  KpoBeTBopeHwms. Ilpu
MaJIONPOIICHTHOM OCTPOM JIeliKko3e (B OCHOBHOM B TIOKWJIOM U CTap4ecKoM
BO3pACTe) KOJMYECTBO OJACTHBIX KIETOK MOXeT ObITh HebOompmuMm (10-20% B
KOCTHOM MO3T¢).

Bapuanm 3abonesanusl YCMAaHasIuearom c NOMOUBIO
mopghoyumoxumuyeckux peaxyuii (npunoscenue, puc 9). Mcnons3yoT peakiuu Ha
muenonepokcuaasy  (myeloperoxidase, MPO)  wnmm  cymaHOBBIM — 4€pHBIH,
Hecrienuduueckyro dcTepasy (anbda-HapTHIANETATICTEPA3Y, MOJABISIEMYIO HIIM HET
¢ropunom Hatpusi) u PAS (Periodic Acid Schiff — umdd-iionayro kucmory).
O6napyxenne MPO B 3 % OnacTHBIX KJIETOK U Oojiee yKa3bIBaeT Ha MHUEIOUJIHYIO
muHAI0  auddepeHnupoBku. OKpacka CyJaHOBBIM 4epHbIM aHanormuyHa MPO, HO
spisieTcsi MeHee crnenuduyHol. Hecnemmduueckas scTepa3a HMeEET BBICOKYIO
b dy3HYI0 WIKM TPaHYISIPHYIO HUTOIIA3MATUYECKYI0 aKTUBHOCTh B MOHOOJIACTaxX U
IPOMOHOILIMTAX, KOTOpas JOJDKHA TMOAABIATHCS TOJMHOCTBIO WM 3HAYUTEIBHO
dbropugom HaTpusa. PAS-peaknus B muelodjactax ompeaensercs B auddy3sHoMm
BUJE, B MOHOOJacTax M TMPOMOHOUUTAX — B AUGOY3HO-TpAHYISIPHOM, B
spUTpOOIIacTax — B BUE TPaHyJI WK OJI0KOB (Tab. 7).

Ta0mnuua 7
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LiuToxmmmyecKkan xapakreprucTmka NemMko3oe
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DpuETporEe- P

no3 = = + rapfxe wmm = == s

zapysao

Taxke HEOOXOOMMO MTPOBEIACHHE  uMMyHOpenomunuueckoco  (UDT)
uccne008anusi KOCMHo2o mo3sea. J1jist oATBepKIAECHUST MUEIIOUIHON HANIPABICHHOCTH
OITYXOJIEBBIX KIJIETOK HEOOXOJUMO OIEHUTh KCIPECCHI0 MHUEIOUIAHBIX AHTUTEHOB.
Muenonepokcuaasza — cnenupUYecKuii MapKep MHUEJIOUIHON JIMHHUM, OTO
JTU30COMAIBHBIH  (EPMEHT  TPaHyJOILMTOB. K  wmenee cnenupUIHbIM
MHEIIOUACCOIMMPOBAHHBIM aHTureHam otHocsitcs CDI11b, CDl11lc, CD13, CD15,
CD16, CD33, CD64, CD65, CD66b, nmuzonum (tabdn. 8). KimrodeBble MapKepsl AJIs
muarsoctuku OJIJI u3 mpemmectBenHukoB B-mumdommTo: CD19+ u CD79a+.
KitoueBbie Mapkepsr st OJIJI u3 npenmectBeHHukoB T-numdornmros: CD3+ u
CD7+. B psne cimydaeB OnacTHbIE KIETKH MMEIOT OJIHOBPEMEHHO JUMQOUIHBIE U
Muenouiabie Mapkepsl. [lo knaccudukarmuu BO3 (2016) atu ciiydan onpeaensiroTes
KaK CMEIIaHHBIA (DEHOTHUT OCTPHIX JIeiik030B (B-/Muenonansiii, T-/MuenouHbIi).

Tabmuua 8
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Hmmynopenomunuposanue no FAB

Mopdoiornueckue THITbI 0CTPOro JeiiKo3a XapakrepHble HMMYHOJIOT HYECKHE
deHoTHIIBI
Ocrpriit Heau hepeHmpyemelii neiikoz M0 MPO+, HLA-DR+, CD13+, CD33+, CD34+, CD117+,

CD7-/+, TdT-/+

OcTtprlit MuenoOnacTHelil Jeiikoz Ge3 cospeBanue | MPO+, HLA-DR+, CD13+, CD33+, CD34+

Gmacros Ml (crmabee, uem npu M0), CD117+,CD7-/+, TdT-/+,
CD15-/+

Octprlit MuenoGnacTHelil neiikoz ¢ cospeBanueM | MPO+, HLA-DR+, CDI13+, CD33+, CD117+, CD34+, TdT-/+,

OmactoB M2 CD15+, CD65+/-, CD11b+/-

OcTpelif npoMuenonuTapHsii eiikos (M3) MPO+, HLA-DR-, CD13+, CD33+, CD117-/+, CDI15+,
CD2-/+

OcTpblil MHETOMOHOLIUTAaPHEIIT J1eliko3 (M4) MPO+, HLA-DR+, CD13+, CD33+, CD117-/+, CD15+,

CD14-/+, CD34-/+, CD38+, CD4-/+, CD11b+/, CD64+

OcTprrit MoHOGNAacTHEIT netikoz( MS) MPO+, HLA-DR+, CD13+, CD33+, CD117-/+, CDI15+,
CD14-/+, CD36+, CD11b+/-, CDl1c, CD4-/+

Octpelii sputporneiikos (M6) MPO+, HLA-DR+, CD13+, CD33+, CD117-/+, CD34-/+,
CD38+, CD71+, CD235+ (rmukodopusn A)

Octprlif MerakapuoosacTHelii seiikos (M7) MPO+, HLA-DR+, CD13+, CD33+, CD117-/+, CD34-/+,

CD38+, CD61+, HLA-DR+/-, CD41+, CD42b+

KOTHHITYECK I IIPOTOKON JIHArHOCTHKH H JeueHns OMJI y 3pocisiX. ITporokorn Ne6 or 9 mrois 2015 roja

Bcem mamuentam npu  nepBuuHOM aumarHoctuke OJI  pexomeHayeTcs
yumozceHemuyeckoe Ucciedosanue (Kapuomun) KOCMHO20 M032d B TIETIAX BBISIBIICHUS
aHoMajuu Kapuortuna (mpuiaoxkenue, puc. 10) m crpaTHHUKAIUH MAIUECHTOB I10
IpyIIaM pUCKa, a TakKe JUIS ONpPeaeICHHS TaKTHKH JICUCHHUs (pelieHnue Bompoca o
BO3MOKHOCTH panHero mpoBeaeHuss — amto-TI'CK). XpomocomHbIe aHOMAIUU
BBISIBJISIFOTCS TIPUMEPHO Y ToJIOBUHBI NanueHToB ¢ OMIJL. CTpyKTypHBIE aHOMAJIUU
npu OJIJI BcTpedaroTcsi 3HAUUTENBHO 4Yalle (TpaHCIOKAIMW, TUIEPIUIONINS,
THUTTOTLIOUIHS ).

BceM manueHTaM peKOMEHAYETCS BBINIOJHUTH CHUHHOMO3208YH0 NYHKYUIO C
Cepoo2U4eCcKUM UCCIe008AHUEM AUKBOpA B TENSAX TUATHOCTUKU HEUpOJeMKeMUuu u
Heliponpodmraktukyu. HelpolekeMuio JTUarHOCTUPYIOT MpU OOHAPY)KCHHH B
CIIMHHOMO3TOBOM  >KUJIKOCTH, TIIOJYYEHHOW TIpU TEPBOM  JUATHOCTUYECKOU
JTIOMOQIBHOW TYHKIIMH, JIOOOT0 KOJUYECTBA OJIACTHBIX KJICTOK MPH JTHOOOM IUTO3E
wiu nuto3a 15/3 u 6omnee (T.€. Oonee S5 kaeTok B 1 MKiI).

Jleuenue ocmpozo neiiko3a BKIOYAET HECKOIBKO MPUHIUIOB:

1 — sranHocTh. YeThlpe 3Tama Tepanuu: UHAYKIUS PEMUCCUH (JIOCTUKEHUE
MOJIHOM PEMHUCCHM), KOHCOJMUJALMS PEMHUCCUU  (3aKpEIUIEHUE JOCTUTHYTOIO
MIPOTHUBOOMYXOJIEBOTO s dexra), npodumakTrka HelpoeiikeMuu,
nojjiepKuBarolias Ttepanust (MPOAOJIKEHHE [HUTOCTATUYECKOTO WM TareTHOro
BO3JICMCTBUS HAa BO3MOYKHO OCTAIOLIUKACS OMYXOJIEBBIN KIIOH).

2 — mporpaMMHOCTh. Ha3zHauaroTcst Kypchl IPOrpaMMHON MOJIMXUMHUOTEPAITAN
(ITXT) B 3aBucumoctu oT ¢opm OJI; MOHOXMMHUOTEpPANUU TPAHC-PETUHOEBOM

53



KUCJIOTOM TIpM MPOMHEIIONUTAPHOM BapuaHTe. PacdyeT 103 NHMTOCTaMueCKUX
IpenapaTroB MPOBOJUTCS B COOTBETCTBUH C IUIOIIA/IbIO MOBEPXHOCTH TejIa OOIBHOTO.

3 — JIATENbHOCTh JieueHus. B HacTosiee Bpemsi mpu OCTPOM JTUM(POUIHOM
JeiKo3e Tepamnusi MPOBOJUTCS B TEUEHHUE 2-X JIET ¢ MOMEHTa JIOCTHUXKEHHS MOJHOU
pemuccuu. [IpoaomKUTEILHOCTD Tepaui MUEIOUIHBIX (OpM coKpaleHa 10 1 ronaa
3a c4eT MHTEHCU(UKAIIUU UHAYKIIUU U KOHCOJIUJIAIIMU PEMUCCHH;

4 -  KOMIUIGKCHOCTh.  [IpoBeiaeHHMe  MOJUXMMHOTEpPANUHU  JTOJDKHO
COIIPOBOXKIATHCS AJCKBATHOW U IIOJHOLICHHOM COIPOBOJMTEIIBHON TEpaluew,
BKJIIOYAIOIIIEH aHTHOaKTepHUaIbHBIE u MPOTUBOTPUOKOBBIC npenaparsl,
JE3UHTOKCUKAIMOHHYIO, 3aMECTUTENIbHYIO  Tepamuio  (TpaHChY3UH  OTMBITHIX
APUTPOILIUTOB, TPOMOOMACCHI, IIJIa3Mbl), WHTHOUTOPHI MPOTEOJM3a W MOYEBOMU
KUCIIOTBI W JIpyrHe cumnromatuueckue cpeacrtsa. C  1enplo  NpoGUIaKTUKH
CUHApOMa Ju3uca omyxoiu ¢ nepBoro AHs kypca XT yBenuuuBaeTcsi oObeM
BBOJMMOM KHAKOCTH 10 31/M? B CyTKM CO CTHUMYJSLHUEH JMype3a MOYETOHHBIMU
npernapaTamu.

Jleuenne HEOOXOAUMO TPOBOJUTH B CTEPUIIBHBIX OOKCHPOBAHHBIX TMajaTax,
TpeOyeTcsl THIATENBHBIN yXO/ 3a MOJOCThIO PTa, KOKHBIMU MTOKPOBAMHM, PETYJISIpHAS
CMEHa HaTeJBLHOTO U MOCTeNbHOro Oenbs. [IpoBoauTCst KBapiieBaHue manaTel 2pasa B
CYTKH, JKeJIaTeJIbHa YCTAaHOBKA CUCTEMbl OUUCTKH BO3/lyXa. Bce mpoayKThl MUTaHUS
JIOJIKHBI TTOABEPraThcs TEPMUYECKON 00paboTKe.

OCHOBHOM 1ENbI0 TEPANUU OCTPOTO JIEWKO3a SIBISETCA TOCTUKEHHUE IMOJHOM
pemuccuu. [lloanas KIUHUKO-2eMAMON02UYECKAsl pPeMUccuss — 3TO COCTOSHUE
KPOBETBOPHOM TKaHU, MPU KOTOPOM B IMYyHKTAaTe€ KOCTHOTO MO3ra OOHApyXHBaeTcs
5% u MeHee OJACTHBIX KJIETOK MPU HOPMAJIBHOM COOTHOIIEHHH BCEX POCTKOB
KPOBETBOPEHMUSI, IPU KOJIMUYECTBE HEUTpoduioB B nepudepruueckoit kposu 6omee 1,0
x 10%mn, npu xomuuecTBe TpoMOOLMTOB Oosee mimu pasHoM 100 x 10%n, mpwm
OTCYTCTBUU SKCTPAMEAYJUIIPHBIX 04aroB JIEHKEMUYECKOIO POCTA.

Lumocenemuuecxkass pemuccus — 3TO TIOJIHAsI KIMHUKO-T€MATOJOTHYECKas
peMHccHsi, IpH STOM METOJAMHU CTaHJAPTHOW LUTOIE€HETUKU HE BBISBISIOTCS
UCXOJIHbIE aHOMAJIMH KapUOTHUIIA.

Y OOJNBHBIX OCTPHIM JIEHKO30M, OTHOCSIIUXCS K TPyIIaM BBICOKOTO PHCKa,
OJIHUM M3 ATAIOB JICUCHUS SIBIISIETCS TPAHCIUIAHTALMSA CTBOJIOBBIX I'€MOIMO3TUYECKUX
KJIeToK 160 ayTomoruyHsix (ayto-TI'CK), mubo anmoreHHbIX (OT pOACTBEHHOTO WIIH
HepoacTBeHHoro HLA-coBmectumoro gonopa — amio-TI'CK). B Poccuu ayto-TI'CK
paccMaTpUBaeTCsl KaK MO3HSSI BHICOKOI03HAsI KOHCOJIMIALINS Yalle BCEro B JICUEHUHU
T-KIETOUHBIX OCTPBIX JIEMKO30B. B 3apyOeXHBIX HCCIEIOBAHUSX ayTOJIOTHYHAs
TI'CK pexomenmyercsi y OOMBHBIX B MOJEKYJSIpHOW pemuccun Ph-mo3uTuBHOTO
OJUL. Amno-TI'CK sBusieTcsi obsi3aTenpbHBIM 3TaoM Tepanuu OonbHbIX OJIJI u3
TPYyNIBl  BBICOKOTO pHCKa, U €€ 3(PGPEeKTUBHOCTH CBsi3aHa C (HOPMHUPOBAHUEM
MIOCTOSIHHOTO ~ HMMMYHOJIOTMYECKOTO  KOHTpPOJSL 32  OCTaBUIMMCS  MOCIe
[UTOCTATUYECKOTO BO3JICUCTBUSL OMYXOJEBBIM KIOHOM (pEaKiMu TpaHCIUIAaHTaT
MPOTHUB XO35UHA).

Haubomnee rpo3HbIM ocroicHenuem yumocmamuuecKoiu mepanuu siBisieTcs
pa3BuUTHE HUTOCTaTH4YEeCKOM Oosie3Hu. K OClIOKHEHHSIM HUTOCTATUYECKOW Tepamuu
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OTHOCSIT U OTCpOYEHHbIE 3(PPEKThI, Takue, Kak pa3BUTHE MHUOKAPAHOIUCTPODHUH,
JeroyHoro puodpo3a, renaToUeUTIOIIPHON AUCTPODHUH.

Hurocratuueckas Oosae3nb (IIB) - mnonucuHapomMHOE 3abolieBaHUE,
BO3HHUKAIOIIEE B CBSI3U C JCHCTBHEM HAa OPraHW3M IIUTOCTATUYECKUX IMPENapaToB U
00yCIJIOBJIEHHOE THOEINbI0 JIENAUIUXCA KIETOK, B MEPBYIO OYepe/lb KOCTHOTO MO3ra,
SMUTENUS JKEIYJOUYHO-KUIIIEUHOTO TPaKTa, KOXKU U €€ MPUIATKOB, PEHPOTyKTUBHOMN
CHUCTEMBbI; HEPEJIKOE MPOSIBIICHUE — MOPAKEHUE TTCUCHH.

Knunuueckaa xapmuna 3a00J7€BaHus CBs3aHa C Pa3BUTHEM NaHIUTONEHUU
(JIeMKOTIEHUU BILIOTH JI0 Pa3BUTHUS arpaHyJIOIMTO3a, TPOMOOLMUTONCHUN U TSIKEIOU
aHemMuu). B CBSI3W ¢ 3TUM BO3MOXXHBI HMH(EKIIMOHHBIC OCJIOXKHEHUS PA3TUIHOU
JIOKamu3aluu W JTHojorun  (OakTepuayibHble,  BHUPYCHBIE,  T'PUOKOBBIC),
reMopparuyeckuii cuHApoM. B pa3BepHyTON KapTHHE ITUTOCTATHYECKOW OOJIE3HU
NEPBbIM OOHAPYKUBACTCS OPAIBHBINM CUHIPOM — OTEK CIMU3UCTON OOOJOUKH pTa.
JlanpHeliass OWHAMUKA OpaJbHOTO CHHJpPOMA 3aBUCUT OT JO03bI IIMTOCTATHKA:
Nepexo/] B JJIETKUM TUIIEPKEPaTO3 WU SI3BEHHBIA CTOMATHT.

OnuuM W3 caMbIX TpoO3HBIX TmposiBneHuil [lb sBmseTcs wnexpomuueckas
SHmeponamusi — OCTPBIM BOCIHATUTEIbHBIA MPOIECC B KEITYJOYHO-KUIIICYHOM
TpakTe, OOYCIIOBJICHHBIM THOENBI0 KJIETOK €ro 3MUTENHs. BBIIenstoT deTbipe Tuma
HEKPOTHUYECKOU SHTEPOIIATHH:

1 — wumemuyeckuii IHTEPOKONHT. [IposiBisieTcs OTpaHUUYEHHBIM HEKPO30M
CJIIM3UCTOM 0OOJIOUKHU TOHKOW KHIIIKH.

2 — SI3B€HHO-HEKPOTUYECKasi SHTEPOINAaTHsI TOHKOW U TOJNCTON KHUIIKH. OTEeK U
MHOKECTBEHHBIE DPO3MM CIU3UCTON OO0OJIOUKH, pacIpoCTpaHEHHWE HeKpo3a 0
CEPO3HOI0 CJI0sI, BO3MOKHBI TIepQoparus U MepUTOHUT.

3 — remopparuyeckasi HeKpoTruueckasi sHTepornarus. KpoBousnusHue B CTEHKY
TOHKOW W TOJICTOM KHIIKH CO BTOPHUYHBIM MH(QUIIMPOBAHHEM KHIICUHOH (JIopod u
Pa3BUTHEM SI3BEHHO-HEKPOTUYECKUX U3MEHECHUM.

4 — S3BEHHO-HEKPOTUYECKUE W3MEHEHHMs MOJIOCTU pTa, TJIOTKH, MHUILEBOJA,
OpsIMOM KHILIKHM, 33JIHETO MPOXOoJa W Biarainuiia. PacnmpocTpaHeHHas 3HTEpOIATHs,
ocooernro Il m Ill TurmoB Hew30eXHO BeIEeT K Pa3MHOKEHHUIO U PACCEICHUIO
KUIIEYHOW (IIOpPBI, YTO MOXKET NPHUBECTH K TPAMOTPHUIATEIILHONW CENTHIIEMHUH WU
Pa3BUTHUIO SHIOTOKCUHOBOTO LIOKA.

Omnacnoe nposiBiienne 1Ib — Tokcnmueckuii remarutr. OH HAYMHACTCS OOBIYHO
0e3 MOpoApOMAIBLHOTO TMEpPHOJa — BO3HHUKAET JKEATyXa TMpU CTaOMIBHOM
CaMOYYBCTBHH, YMEPEHHOE YBEJIMUCHHE MI€YEHU, TOBBIIICHUE YPOBHS TpaHCAMUHA3 U
BBICOKAsi aKTHBHOCTH IENOYHON (ochara3pl MpuU CPaBHUTEIHHO HEBBICOKOU
OmMpyOrHEMHH.

Kapmuna kpoeu npu 11b xapakTepu3yeTcs yMEHBIICHUEM YHCIIA JEHKOIUTOB
1 TPOMOOILIUTOB, HEPEAKO OTMEeUaeTca aHeMHusl. JICKONEeHUsI MOXKET JOCTUTaTh OYEHb
Huskux mudp — 0,1x10%n u menee (arpanynonurtos). OTCYyTCTBHE IPaHYJIOLHMTOB
BEIET K TIOSABJICHUIO CENTHIEMHU C BBICOKOW TeMIIEpaTypod, KapTHHOU
uHTOKCUKauu. OIHUM #3 HaumboJiee 4YacThIX OCIIOKHEHHUM arpaHyJIonuTo3a
CTAHOBUTCSI MTHEBMOHHUS CO CKYJAHOM KIIMHUYECKOM CUMIITOMATUKOMN, PU3HKATIBLHBIMU
U PEHTIEHOJIOTUYECKUMHU JIaHHBIMHU (BCIIEJICTBHE OTCYTCTBUS T'PaHYJIOLUTAPHOM
uHpuIbTpanuu ovara). ' mybokoe yrHeTeHue TpoMOOLMTOI033a MOKET MPUBOJIUTH K
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BO3HUKHOBEHHUIO TSKEIOTO TEeMOPPAruueckoro cuHapoMa. MoryT HaOm0aaThes
KUZHEYTPOKAIOUIME KPOBOTCUCHHUS, KPOBOUBIIUSIHUS B TOJIOBHOM MO3T.

Jeuenue. ]JIna npenynpexacHuss MHPEKIIMOHHBIX OCJIOXHEHHHI cpa3y mIpu
CHIIKEHUU KOJIMYECTBA TPAHYJOMUTOB M TPOMOOIIMTOB 0 KPUTUUECKOTO YPOBHS
OOJIbHBIX ~ HYXXHO T[OMENIaTh B  CHEUUATBbHBIA  H30JIATOP M  Ha3HayaTh
aHTUOAKTepUANIbHBIE CPEJCTBAa IIUPOKOTO CIEKTpa MEUCTBUS IS NPOGUIAKTUKA
nH(EKIMOHHBIX oclioxkHeHul. [TamaTa gomkHa 00pabaThIBaTHCS KaK ONEPAIIMOHHBIN
Oonok.  OOsi3aTeNbHA €XKEJIHEBHAs CMEHA HATEJILHOTO U IOCTEIBbHOTO Oenbs,
o0paboTka KoM aHTuUcenTuKamMu. [lpu pa3BUTHUM SIBJIEHUM OSHTEPOINATHUU
HEMEJIJICHHO Ha3HayaeTcs TIOJIHOE Trojojanue Ha 2-4 cytok. OcyliecTBisercs
caHalMsl CJIM3UCTOM OOOJOUYKH IKEIYJOYHO-KUIIIEYHOTO TpakTa ¢ IOMOIIBIO
HeabcopOupyeMbIX  aHTHOMOTUKOB  (IumpodoKcalvH, BaHKOMHIMH). [Ipu
MOBBIIICHUU TEMIIEpaTyphl Tena 10 ¢GeOpuabHbIX HUGP WM OOHAPYKEHUU OYaros
UHDEKIUU HEOOXOIMMO TMPOU3BECTH TOCEB (IOPhI HAa YYBCTBUTEIBHOCTH K
QHTUOMOTUKAM M B TOT K€ JICHb HayaTh AaHTUOAKTEPUAIBHYIO TEPAIHIO
AHTUOMOTUKAMU IIUPOKOTO CIIeKTpa JAehcTBus. [Ipu coxpaHstomencs ITuxopaake Ha
¢dboHe aHTHOAKTEpUATBLHON Tepanuu HEOOXOIUMO MCKIIOYUTH aCIEePruiuie3 JIETKUX
(KT rpynHoO# KJIETKH) Y Ha3HAYUTH CrielPuiecKue MpOoTUBOTPUOKOBBIC TIpErapaThl
(BOpUKOHA30J, MHTPAKOHA30JI, TM03aKO0HAa30J1). Bce MeaumkamMeHThl BBOJST TOJBKO
BHYTPUBEHHO.

IIpoenocmuueckue gpakmopst MOIpa3iesIeHbl Ha 2 OCHOBHBIC TPYIIIIHL:

1-1 rpynma — ¢akTopbl, OCHOBAaHHBIE Ha XapaKTEPUCTHUKAX TMAlMCHTA U
COCTOSIHUM €ro oOImero 310poBbsi. OJHUM W3 YHHBEPCAIbHBIX, HE3aBUCHMBIX U
YCTOWYMUBBIX (DAKTOPOB MPOTHO3a SBISIETCS BO3PACT (IOJTOCPOUYHBIE PE3YIHTATHI
nedyenus nanueHToB ¢ OMJI B Bo3pacte crapiie 60 jieT 3HauuTeNIbHO Xyxke). Kpome
TOTO, Y IMAIMEHTOB MOXKMJIOTO BO3pacTa yBEIMYMBACTCS YacTOTa HEOJArompHUsITHBIX
IUTOTCHETUYCCKUX aHOMAaJIMi;  BO3pacTaeT YacToTa BO3HMKHOBeHHs OMJI wu3
npeamecTByroniero MJIC; uMeroTcs COmyTCTBYIOITUE 3a00JIeBaHUS.

2-51 rpyImna — bakTopHI, 00yCIOBJIICHHBIC OMOJIOTUIECKUMU
XapaKTePUCTUKAMHU  JIEUKEMHUUYECKOro KioHa (00beM  OIyXOJICBOM  MaccChl,
JyBCTBUTEIIBHOCTh OJACTHBIX KJIETOK K IMPOTHBOOIYXOJIEBBIM IpernapaTaM, CKOPOCTh
SJIMMHAHAILINY JIEMKEMUYECKUX KJIETOK U 00BEM MHHHUMAJIBHON OCTATOYHOM OO0JIE3HU
(MOB)).

B cpennem 5-netHss oOmas BeDKHBaeMOCTh ImamueHToB OMJI B Bo3pacTte 10
60 JieT, 10 TaHHBIM MCCJE0BATEIBCKUX Py, cocTaBisieT 35-50%, B 3aBUCUMOCTH
OT MOJICKYJISIPHO-TEHETUYECKUX OCOOCHHOCTEH JISMKEMUM. S-JIETHSS BHKMBAEMOCTh
noxxuieix nanueHToB ¢ OMJI ve npebimaet 10-12%.

JlonTOCpOUHBI MPOTHO3 TpH OCTPOM JHMQPOOTACTHOM JeiiKko3e y AeTei
3HAYUTENBHO JydIle. S-IeTHsAs Oe3peluauBHAs BBDKUBAEMOCTh marueHToB B-OJIJI
cocrapisger 90%, npu Ph-mosutuBaoMm OJIJI 3-x neTHss BbDKHBacMocTh — 80%. B

1eaoM 5-1eTHsiss oOlasi BBIKMBAeMOCTh B3pocibix manueHtoB ¢ OJIJI cocrasmser
45-55 %.

3.2 XpoHuueckune MueonposindepaTuBHble JeiKO3bI
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MuenonponudeparuBable  3a0oneBanus (MII3) mnpencraBisaioT  coOoil
KJIOHAJbHbIE 3a00JICBaHUs, BO3HHUKAIOIINE HA YPOBHE CTBOJOBOM KpPOBETBOPHOM
KJIETKH, KOTOPbIE XapaKTEPU3YIOTCs TMpoiudepanueid oaHoM uiu 0oJiee KIETOYHOM
JUHAA MHUEJONo033a B KOCTHOM MO3re C mnpu3HakamMu Ju(depeHIIupOoBKH,
COTPOBOXK/IAIOTCS U3MEHEHHUEM TToKa3aTesel nepudepuueckoil KpoBHu.

MuenonponudepaTvBHbie 3a00JeBaHMs BKJIFOYAIOT XPOHUYECKUU
muenoneiiko3 (Ph-xpomocomat) u Ph-neratuBabie MII3 (MCTHHHAS TOJUIUTEMUS,
ACCEHIMaNbHas TPOMOOLIMTEMHUS, IEPBUUHBIA MUETOPUOPO3).

Xponuveckuii Muesnoneiiko3 (XMJI) — kinonanbHOE MueIonpoaudepaTuBHOE
3a0osieBaHue, pa3BUBAIOILIEECS B PE3yJIbTaTe 3JI0OKAYECTBEHHON TpaHchopmanuu B
PaHHUX TEMOMOITUYECKUX CTBOJIOBBIX KJIETKAX, U XapaKTEPHU3YIOIIEECs YCUICHHUEM
npoiaudepanu  TPaHyJIOUUTApHOTO pOCTKa 0e3 TOoTepu  CIHOCOOHOCTH K
nuddepeHIIUpPOBKe, TUTIEPIIa3ue MUEIOUTHON TKaHW, MUEJIOWJIHOW MeTariazuei
KPOBETBOPHBIX OPTaHOB.

3aboneBaemocth XMJI cocraBmsier — 0,7-0,8 mwa 100 000 B3pocioro
HacesneHus. 3aboJjieBaHHE MOKET ObITh BBISBICHO B JIFOOOM Bo3pacte. MeauaHa
BO3pacTa y B3pPOCIBIX MaueHToB coctabisger 50 ner (ot 18 mo 82), muk
3a0051eBa€MOCTH MPUXOUTCA Ha Bo3pacT 50-59 jeT, oJHaKo 3HAUUTEITBbHOU SBIsSETCS
J0J1s1 MOJIOJIBIX O0NBHBIX B Bo3pacTe 110 40 net (33%).

JTHOJIOTUS M IATOreHe3

Otuonorus 3a0oyieBaHusl He ycTaHOBIeHA. OOCYXIaeTcsi POib Pa3IMYHBIX
($akTOpOB - HMOHU3HMPYIOLIETO WU3TyuYeHHUs, WH(EKIUN, TOKCHMHOB, OJHAKO YETKOU
B3aMMOCBSI3M HE BBISIBIEHO. B OcHOBe maTtoreHesza 3a0oyieBaHHS - BO3HUKHOBEHHE
pruoOpETEeHHONW XPOMOCOMHOW aHOMAaJIMK — TpaHchokamuu t(9;22), Tak Ha3bIBaeMOM
«bunanenspuiickoit xpomocombl» (Ph-xpomocomsr) 1 xumepHoro onkorena BCR-
ABL (mpunoxkenne, puc.11). Tlpomykr rema BCR-ABL mnpeacraBiser co0oii
TUPO3MHKWHA3Y C aHOMAaJbHO TOBBIIICEHHONW aKTHMBHOCTHIO, KOTOpas pEryIupyer
KJIETOYHBIM  pPOCT, aKTuBaIuioo, auddepeHupoBKy, aare3urd ¢ aroITo3.
[loBbilieHHAass TUPO3WHKHHA3HAS AKTUBHOCTH aHoMmanbHoro Oenka BCR-ABL
NPUBOJUT K MOBBIIMICHHOMY Pa3MHOXEHHUIO KJIETOK M OJOKMPOBAHMIO aroINTo3a Kak
MEXaHHW3Ma KJIETOYHOIO0 CaMOYHUYTOXKEHUS, B PE3yJIbTaTe€ 4YEro OILyX0JEBOE
KPOBETBOPEHHUE IMOCTENEHHO BBITECHSET HOPMalbHblE POCTKU KpoBeTBOopeHwus. [lo
Mepe HapacTaHus o0beMa OIYXOJIEBOM MAacChl TMPOSIBISETCS  KIMHUYECKAS
CUMIITOMATHKA, CBSI3aHHAS C TUNEPIUIa3Ued MUEIOUTHON TKaHHU.

Knaccugpurayus EBporneiickoil opraHu3aiiuy 1o JiedeHuro yeiiko3os (ELN).
B Teduennn XMJI BeimensroT Tpu ¢asbl, OTpaKaIOIIUE CTETICHh MPOTPECCUPOBAHMUS
3a0oneBaHus: XpOHHUECKYO (a3y, mporpeccupyronryio (dhasza axcemepanuu) u
OmactHbI Kpu3 (dasza 61acTHOM TpaHCHOpPMAIIHH).

Xponunueckast  daza  (XD) saBmsgercs HavaiapHOM cragmen XMJI wu
auarHoctupyercst y 6onpimnHeTBa (10 94%) BriepBble BBISIBICHHBIX O0JbHBIX. Daza
akcenepainu (PA) onpenensiercs y 3-5% nepBuunbix 0o0ibHbIX XMJI u siBnsiercs
0oJiee MPOJBUHYTHIM 3TalOM pPa3BUTHUSI TMATOJOrMYecKoro mnponecca npu XMJIL
brnactubiii kpu3 (BK) sBnsercs HaumbOoisiee arpeccuBHoil cragueit XMIJL JleOrot
oone3znu ¢ BK sBasercs HeOJAronmpusiTHBIM MPOTHOCTUYECKUM MPU3HAKOM H
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HaOmonaercst 'y 1-2% OonpHbix XMJL. Menuana npoaomKUTEIbHOCTH KU3HU
6onbHbIx pu BK XMJI coctaBnsietr 6-12 Mecsies.

Kannnueckass kaprmna npu XMJI B OONBLIMHCTBE CIy4yaeB MOXKET
XapaKTEepPU30BaThCd OECCUMIITOMHBIM TEUEHUEM, HAuYallbHBIA Mepuoj; OOJIe3HU Y
OOJILIIMHCTBA OOJIbHBIX MOXKET MPOTEKaTh B TEUYEHUE psja JieT. Y OOJBIINHCTBA
00sbHBIX B XD xano0bl U KIMHUYECKAss CUMITOMATHUKAa OTCYTCTBYIOT, U MPU3HAKU
3a00s1eBaHUS HA MOMEHT YCTaHOBJIEHUS IUAarHO3a MOTYT ObITh IPEACTABIEHBI TOJIBKO
W3MEHEHUSIMU B OOINEM aHalv3€ KPOBU NPHU BBHIMOJHEHUH MNPOGUIAKTUIECKOTO
ocMOTpa WM Tpu oOpalieHMd K Bpady @O TMOBOAY JAPYrod MaTOJOTHH.
YcranoBineHo, uro cruieHoMmeranus npu XMJI y 54% 0GosibHBIX HA MOMEHT JMarHo3a
He BbIsIBIsieTCs; Y 31% OOJIBHBIX pa3Mephl CENe3eHKU COCTaBIAOT oT +1 1o +10 cm
U3-1oj1 peOepHOil IyrH, BbIpaKeHHas cruieHoMeranus (Oonee +10 cm wu3-mox
pebepHoOl Ayru) oTmedaeTcs auib B 15% ciydaes.

[Tpr XMJI BO3MOKHO HAUIMYHUE CAECAYIOMMUX KINHUYECKUX CUHIPOMOB:

1. cuHApOM OMyXOJIEBOM MHTOKCHUKAIUM (CITA0OCTh, CHUKEHHUE AallleTUTa,
oTepsi Beca, MOTIMBOCTh, CyOdeOpuIbHas TeMreparypa);

2. CUHApOM  Muenonponudepanuu  (CIUICHOMETalnusi  Pa3IMYHON
BBIPOKCHHOCTH, PEXe - TermaTOMETaIMs; MOXXET OBbITh KOXKHBIM 3yJ, CBS3aHHBIN C
O0azodwineit, TUNEPrUCTAMUHEMHEH; BO3MOXXHO pa3BUTHE THUIEPYPUKEMUH,
ypaToBOTO quaresa);

3. aHeMuyeckud cuHApoM (0oOmas ciaabocTh, OJBIINIKA, CHUKEHUE
TOJIEPAHTHOCTU K (PU3MYeckol Harpy3ke, OJEAHOCTh KOXHU M  CIHU3UCTHIX,
TaxXuKapaus);

4. TpOMOOTHYECKHE OCIOKHEHHS TIPU TUIIEPTPOMOOILIUTO3E

5. reMopparuuecKkuii CHHAPOM, 00yCIOBIEHHBIN TPOMOOIIUTOTICHUEH

Ilepexo B CTaJMI0  aKCENEpallMd  XapaKTEepU3YyeTCs  pPa3BUTHEM
PE3UCTEHTHOCTH K MPOBOJMMOM MOHOTEpANMM U  TMOSBICHHEM IPU3HAKOB
IPOTPECCUPOBAHUs JIeliK03a (HapacTaHHWE JIEMKOIMTO3a, YBEIWYEHUE IPOLECHTA
He3penblXx (OpM TPaHYNOIMTOB, B TOM YHCIE TMPOIEHTa OJACTHBIX KIETOK,
MOBBIIICHUE KOJIMYECTBA TPOMOOLIMTOB WM HE CBA3aHHAs C JICUCHUEM
TpoMOomUTONIeHns, 0Oazoduius, mporpeccupyronias CIUICHOMETalIus, aHeMus,
HapacTaHWE CUMIOTOMOB HWHTOKCUKAIMK). Bo0O3MOXHBI HWH(MApPKTBI CEIIC3CHKH,
MIEPUCIICHUTHI, pa3pbIBHI celie3eHKH (Tadi1.9).

[Tpu3Haky 6JIACTHOTO KpHU3a:

1. Jluxopanka, ycToiunBasi K aHTUOMOTHUKAM.

2. TlosiBneHne SKCTpaMenyJUIIPHBIX OYaroB KPOBETBOPCHUS — MHUEIIOWIHAS
MeTaria3usi TuMQoy3IJIoB, KOKHU, MOJIOYHBIX KEJEe3 U JIp.

3. beictpoe yBenmuueHue pa3MepOB CEJIE3E€HKH, TIOBTOPHBIC HH(PAPKTHI
CEJIE3EHKH.

4. bBeicTpoe yBEIWYEHHE KOJIMYECTBA MHEJIOLMTOB, IPOMHEIOLUTOB,
MOHOIIMTOB U OJaCTHBIX KJIETOK B KPOBH.

5. 3HAYUTENBHOE YBEJIMYECHHE KOJIMYECTBA OJIACTHBIX KJIETOK B KOCTHOM
mo3sre (0onee 30%).

6. llosBnenne anemMuu, TPOMOOITUTOTICHHH.
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/. PedpakTepHOCT, K paHee MNPOBOAMMOMY LHUTOCTATUYECKOMY JICUEHUIO
(ta6:m.9).

Ta6numa 9
®a3p1 XMJI (mo 1a00paTOpPHBIM XapaKTePUCTHKAM)
®aza XMJI Kpurepun
XpoHuyeckas OtrcyrctBue npuszHakoB @A uinu bK
AKceJsiepanuu —15-29% GnacTHBIX KIETOK B nepuQepruuecKon

KPOBH M/UJIM KOCTHOM MO3TE€;

— cymMa 06acToB U mpomMuenonuToB > 30% (mpu
sToM 6s1actoB<30%);

— KonuyecTBo 6a30(uioB B KpoBH > 20%;

— nepcuctupyromas TpomooruTonenus < 100 x
109/n1 He cBsi3aHHAs ¢ Tepanuei;

— HEKOTOpBbIE JJONOJTHUTEIIbHBIE XPOMOCOMHBIE
aHomanuu* B Ph-monoxuTenbHbIX KIETKax, IPH

Tepanuu
baacTHbIit — HaJM4uue B nepueprudeckoil KpoBU WIIN B
KpHU3 KOCTHOM Mo3re > 30% O61acTHBIX KIIETOK

— TIOSIBJIEHUE YKCTPaMETyJUISIPHBIX 04aroB
KpPOBETBOPEHHUSI (KpOME TIEYCHH U CEJIE3EHKH )

* gacTo BcTpeyaronirecst anHoMainuu (“‘major root’) - TpucoMus 1Mo § xpomocome, Tpucomus o Ph
(der(22)t(9;22)(q34;q11)) xpomocome, nzoxpomocoma 17 (i(17)(q10)), Tpucomus no 19, u ider(22)
(910)(9;22)(q34;911) [19],

[TporaocTrueckn HEOIArONPUATHBIMHE SBIISIOTCS Takxke -7/del7q u mepectpoiiku 3(q26.2)),
KOMIUTIEKCHBIE abepparuu, Brmrodaromue 2 JIXA u 6omee

da3za akcenepanuu uiau bracTHOro Kpru3a ycTaHaBIMBACTCS IMPU HAJTMYUH XOTS ObI OJTHOTO KPUTEPHUS

JlaGoparopnas auarnoctuka XMJI:

— B ananm3e kpoBH: THIIEPICHKOITMTO3 ¢ HE3PEIOKIETOUYHBIM HEUTPODHUIIe30M
(pe3kuit  caBur NEHKOQOPMYINBI  BJIEBO 10 MPOMHENIOLUTOB, MHUEJIOLUTOB,
METaMHUEJIONUTOB, OJACTHBIX KJIETOK), Hamudue 0a30(puiIbHO-703MHOPUIBHOM
accoLMaluH, aHemuss u TpomOommronenuss (cramus bK), TpomOGoumTos
(xponuueckas ¢aza);

— B kocTHOM MoO3re — MOBBILIEHHAs KJIETOYHOCTh C THUIEpIUIa3ueil u
OMOJIO’KEHHUEM TPaHYJIOIUTAPHOTO POCTKA, MOXKET OBITH TPOMOOIIMTO3, YBEITUUCHUE
KOJIMYECTBA METAKapUOIMTOB, YBEJIMUEHUE COOTHOIIEHUS JIEHKO-3pUTPO;

— IluTOoreHeTHYECKOE HCCICOBAaHNE KOCTHOTO MO3ra - OOHapyXeHHe
dwranenbduiickoii (Ph-xpomocomsr) (mpunoxenue, puc. 12);
—  FISH-uccirenosanmue: BeIABIIEHHE cauTHOro oHkoreHa BCR-ABL

(npunoxenue, puc. 13).

JlONOJIHUTENbHbBIE UCCIEIOBAHUS IO TIOKA3AHUSIM

1)  HLA-tumupoBaHWe NpU HAIUYHHA CUOJWUHTOB JinOo momck HLA-
COBMECTUMOTO HEPOACTBEHHOTO JOHOPA MPU OTCYTCTBUM CUOIMHIOB /IS MallMeHTOB
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c nebrotom B (asze akcenepaluu WIM OJacCTHOTO Kpu3a, OOJBHBIX C
HEOIaronpusATHBIMU MTPOTHOCTUYECKUMU (haKTOpaMu (BBICOKHI PUCK);

2) LluToxuMu4ecKkoe MCCIeJOBaHUE U MMMYHO(EHOTUITUPOBAHHE OJaCTHBIX
KJIETOK KPOBU M KOCTHOTO Mo3ra npu 6sacrose 6osee 30%;

3) I'mcrosornyeckoe HCCIeA0BaHHE KOCTHOTO MoO3ra (TpernaHoOHOINCHS) C
OIpEJICTICHUEM KIETOYHOCTH U CcTereHu (prudpo3a nmpu HUTONEHUN

Heab coBpemennoii tepanuum XMJI — makcumanbHoe mnonaamieHue Ph-
MOJIOKUTENIBHOTO  OMYyXOJE€BOro KioHa. (OCHOBHBIM CpPEICTBOM Tepanuud U
CTaHJAapTOM JICUEHHUS B HACTOSIIEE BpeMms siBisieTcsl Tepanus uHruouropamu BCR-
ABL-tuposunkunasel  (UTK). JlanHble mpenapaTbl UMEIOT MEXaHHU3M TapreTHOIO
(uenenampasieHHoro) Bo3aekcTBuss Ha BCR-ABL-monoxutenbHbIE OIMyXOJICBBIC
KJIETKU U JOJKHBI Ha3HAuyaThCsl BCEM BIIEPBBIC BBISIBICHHBIM OOJBHBIM. MexaHU3M
nevictBusi UTK oGycnosnen Onokanoit AT®-cBsi3pIBaloNIero KapMaHa MOJIEKYJIbI
BCR-ABL, uto numaer 6enok BCR-ABL THpo3MHKMHA3HON aKTUBHOCTH, AArOIIei
OMYXOJICBBIM KJIETKaM TMposindepaTuBHOe mpeumyiiecTBo. [Ipu momaBienuun Ph+
reMornod3a  CHUXKAeTCsl  PUCK  Tporpeccud  3a0o0JieBaHMs,  YBEIWYUBACTCA
BBDKMBAEMOCTh TAIUCHTOB.

B nepuon oGcnenoBanus, 10 MOTYYEHUS Pe3yJbTAaTOB LIUTOI€HETHYECKOTO
UCCJIeIOBAaHUA, TMOJATBEPKAAIOMKNX Hanmuuue Ph-XpoMocomMbl B KJIE€TKax KOCTHOTO
Mo3ra, OOJIbHOMY B KayeCTBE CHUMIITOMATUYECKOM Tepamuu sl KOPPEKIUU
JEUKOIUTO3a W/WIM TPOMOOILIMTO3a TOKa3aHO Ha3HAYeHUE THIPOKCUMOYECBUHBI
(I'mppea, T'mapokcukapbamun, I'mapokcuypea) B go3e 10-50 wmr/kr/cytr B
3aBUCUMOCTH OT YPOBHS JICHKOIIMTOB U TPOMOOIIUTOB.

[Tocne moarBepkaenust nuarnoza XMJI momkHa ObITh HauaTa Tepanus UTK.
JleueHre MOKET MPOBOAMUTHCS B amMOynaTOpHBIX YycioBusix, npuem HUTK moxHO
HAYMHATH MPHU JTFOOOM YHUCIIE JIEUKOIIUTOB.

B nepBoii JIWMHUM Tepanud NPUMEHSIOTCS WHTUOUTOPHI THUPO3UHKHUHA3
nepBoro nokosieaus (MTK1) — mmatuamn6. Jlo3a mmatuambOa cocrapmsier 400 mr B
CyTKH 1Jis1 XpoHWYeckod ¢azel m 600 Mr B cyTku s ¢as3sl akcelepalnud u
OmactHoro kpuza. Ilpu snedeHun uUMaTUHUOOM y OOJBIIMHCTBA OOJBHBIX XMJI
COXpaHSETCSl XOpollee KauyecTBO JKU3HHU U TPYAOCHOCOOHOCTh. B Hacrosiiee Bpems
tepanisi UTK mnpoBoauTcss B HENPEPHIBHOM pEXUME, B TEUYEHUE BCEU KU3HU
nanuenTa. [Ipu nocrosaaom Bo3nectBur UTK mpoucxomdaT peayKuust onmyxojeBoro
KJIOHa ¥ BOCCTaHOBJIEHHE HOPMAJIbHOTI'O T'€MOI033a, CHUKAETCA PUCK MPOrPECCUU
3a00yeBaHMs, YBEIMYUBACTCS BBIKUBAEMOCTD MAIIMEHTOB. BBIHYKIEHHBIE TIEPEPHIBBI
B IIpHEME MPENaAPaTOB CIOCOOHBI MPUBECTU K CHIXKEHUIO 3(P(HEKTUBHOCTH JICUCHUS U
CIOCOOCTBOBATh MPOTPECCUPOBAHUIO 3a00JI€BAHMSL.

OddextuBHOCTE Tepanuu XMJI OIEeHUBAIOT IO HECKOIBKUM KPUTEPHSIM:

— JIOCTWKEHHE TMOJHOTO KJIMHUKO-TemaTtosiorndueckoro otBera (I1TN0O):
HOpMAJIM3alKsl aHaIu3a KpoBHU (yelikonuTsl MeHee 10 x 10%1, 6azodunsl menee 5 %,
HET MUEJIOLUTOB, IIPOMUEIOLUTOB, MUEI00IaCTOB, TPOMOOLMTEI MeHee 450 x 10%/7),
CeJIe3eHKa HEe MaJIbIIUPYETCH,

— JIOCTIDKEHHUE TojiHOro nuTorenerndeckoro orseta (I1110): Ph-xpomocoma B
Metadazax He onpeaensercs (Ph+ 0 %),
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— noctuxeHue oombiioro MonekyisipHoro orseta (bMO): BCR-ABL ren ne
ONpENEIAECTCS

Opnako y yactu nauueHToB ¢ XMJI knuHuyecku 3HauuMbId 3 PEKT Tepanuu
MMaTUHUOOM MO0 HE JOCTHraercs, JuOo ObIBaeT yTepsH Ha (OHE NPOBEICHUS
TEpanuy, TO €CTh pPa3BUBACTCS IIEPBUYHAS WM BTOPUYHAS PE3UCTEHTHOCTh K
JICYEHUIO.

C 2008 r. B Poccuiickoii denepannu 3aperucTpupoBaHbl K NPUMEHEHUIO
HOBBIe, Oonee 3(¢¢dexkTuBHbIe, npenapaThl aias Tepanuu XMJI — HUTK Broporo
nokoneHus (MUTK2) — aunorunud (Tacurna) m gazarunu6® (Cropaiicein), KOTOpbIe
BKJIIOUEHbI B TME€pPEYECHb MKWU3HEHHO HEOOXOIUMMBIX JIEKapCTBEHHBIX IpernapaToB
(CKHBJIII) ¢ 2012 rona. B 1 nuHuu Tepanuu HUIOTUHHUO MOKa3aH marueHtam ¢ X
XMUJI B nHauanbHo# 103e 600 mMr/cyt u B 103e 800 mMr/cyT B @A; BO 2 TUHUU Tepanuu
HUJIOTUHUO HazHaudaeTcss B jno3e 800 mr/cyt B X® u DA. PexomeHnmyemas j103a
na3zatuauba qis XO cocrasiser 100 mr/cyt, a nns @A u bBK — 140 mr/cyr. B 2014r.
3apEeTUCTPUPOBAH K MPUMEHEHUIO BO BTOpOM uHuM jeueHuss XMJI eme onna UTK?2
— 603yTHUO (bo3ynud).

Bce HWTK crneayer mnpuMEHSATH C OCTOPOKHOCTBIO Yy TAIIMEHTOB C
ynnuHeHHbIM uHTepBaioM QT, a Takke ¢ KIMHUYECKHA BBIPAKEHHOW CEPIEeYHOM
HEJ0CTaTOYHOCTHIO, TUCHYHKIIMEH JIEBOTO KEITYyA0UKa, ApUTMUSIMH.

[Tpu nanmuum myrtanuu T3151 u Hu3kOU 3ddexTuBHOCTH Tepanuu WUTK
pekomenayercsi nouck HLA-unentuuHoro moHopa, BbinoidHeHue amno-TI'CK. B
KauecTBE aJIbTEPHATUBHOIO JIEUCHHUS HA3HAYAKOTCS TUIPOKCMMOYEBHHA, KYpPCHI
MaJbIX J103 IUTO3apa, KypChl MOJUXUMHUOTEPANNH, UHTEP(HEPOHOTEpATTHSI.

Ucrunnas  moumumuremuss (UIT) (Dpurpemmsi) —  KIOHAJIbHOE
MuenonpoarudeparuBHoe 3a00JIeBaHHE, KOTOPOE XapaKTepusyeTcs Mposrdepalyei
IPEUMYIIECTBEHHO SPUTPOUTHOTO, a TaKXe IPaHyJIOLUTAPHOTIO,
MErakapuoOUUTapHOIO  POCTKOB  MHEJOMNO33a  (MaHMHUEN03),  YBEIUYEHUEM
noKa3zaTejlell  JIPUTPOLMTOB U  TMOBBIINICHHEM  KOHIEHTPAIMM TeMOTJIOONHA,
TPOMOOIIMTO30M,  JIGUKOLIUTO30M B  mepudepuyeckod  KpoBH  (MAHIIUTO3),
HE3aBUCHMOCTBIO APUTPOIIO33a OT HOPMAJIbHBIX MEXaHU3MOB peryisiiuu. [loutn Bce
OomnpHBIC SABISI0TCA HOcUTesiMu MyTaruu JAK2V617F unu npyroii pyHKIIMOHATIEHO
CXOIHOW MYyTaIlUU.

Kiinnnuyeckasi KapTHHA!

1) TIneropuueckuii CUHAPOM (KIIETOpa» - MOJIHOKPOBHE) XapaKTEPU3YETCs
YBEIIMYEHUEM MAacCChl LUPKYIUPYIOUUX SPUTPOLUUTOB, YTO MPUBOIAUT K MOSIBICHUIO
KaoO0 Ha TOJOBOKPY)KEHHE, TOJIOBHBIE OONHM, YXYIIICHHE 3pPEHUS, OIIYIICHHE
«MPUJIMBOB KPOBH» K TOJIOBE, MPUCTYNbl cTeHOKapauu. IIpu ocMoTpe koxka u
BUJIUMbBIE CIU3HUCTbIE 000JOUKHU C 3PUTPOIIMAHOTUYHBIM OTTEHKOM (TOJI0KUTEIbHBIN
cumnToMm Kynepmana). CocyauCThIe OCJIOKHEHHUS - TPOMOO3bI JII000M JIOKaIU3aIuu,
MPUCTYNBI MOKPACHEHUS MAJIbIIEB PYK U HOT, KOTOPBIE COMPOBOXKAAIOTCS OOJBIO U
AOKEHUEM (SPUTPOMENANTHUS ).

2) MuenonposmdepaTUBHBIA CHHIPOM OOYCIIOBJICH THUIEpIDIa3ued Tpex
POCTKOB KPOBETBOPEHHUS. BBIABISIETCS CIIICHOMETANINSI; KOKHBIN 31, CBA3aHHBIN C
MIPUEMOM BOJIHBIX MpoleAyp; O0omu B TpyOuaTbix KocTaX. lloBbillleHHBIH pacnan
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I'PaHyJIOUUTOB COMPOBOXKAACTCS HApPYLUIEHUEM YpaTOBOIO OOMEHA, YTO MPOSBIISIETCS
B BHJIE MOYEKHCJIOrO JMaTe3a, KamMHeoOpa3oBaHWS B IOYKaX, MOJAArphl,
MOoAarpuueCcKoi moJuapTpaIrui.

3) T'emopparuueckuii cunapom. Hapsagy ¢ Tpombo3aMu OTMEHaroTCs
KpOBOTEUEHHUS  (HOCOBBIC,  JIECHEBBIC,  JKCJIYJOUYHO-KHUIIEYHBIE) 3a  CUET
TpoMOOIUTONATUH (TPOMOOILIUTHI OMYXO0JIEBbIE U (DYHKIIMOHAIBHO HEIMOJHOIICHHBIC)
M KoaryionmaTuum  norpebneHuss  (pakTopbl  CBEpTHIBAHHUS  MOTPEOISIIOTCA
TpoMOarperatamu, T. €. B Ii1a3Me (popMUpyercss OTHOCUTENbHbBIN UX Je()ULINT).

Y C0BHO BhIAETAIOT TpU ctaauu UIT:

1 cragus  (HayanbHasi)  XapakTepU3yeTcsl  HaJudueM  aOCOJIIOTHOTO
PUTPOIIUTO3a U MAJION BBIPAXKEHHOCTHIO KJIMHUYECKOW CUMITOMATHKU (B OCHOBHOM
IJICTOPUUYECKUN CUHIPOM). J[MarHo3 3pUTpeMuu B 3TOM CTaJ U CTABUTCS dYalle MpH
BBISIBICHM U3MEHEHUN B aHAJIN3€ KPOBH.

2 cragus (dpUTpeMHUECKas, pPa3BEpHyTasi) TMPOSBISICTCS BBIPAKCHHBIM
IUIETOPUYECKUM CHHIPOMOM, YBEJIMUYECHUEM CEJIe3€HKU 0€3 MUEIOUHON MeTaria3uu
(2a  cragms) wWIM ¢ HAIMYAEM MUEJIOMJIHOW MeTtaruiazud (20  craaus),
TPOMOOTUYECKUMH  OCJIOKHEHHMSIMU, MHUKPOIUPKYJISATOPHBIMU  PACCTPOMCTBAMH,
reMOpPpParuyeckKuM CUHAPOMOM, MUEIONpoIudepaTUBHBIMU MPOSIBICHUSIMU. B KpoBU
— TAHIUTO3 CO CIBUTOM (OpMyNbl BIEBO J0 MAJOYKOSAECPHBIX HEUTPOQHUIIOB,
MuenouuToB. B kocTHOM Mo3re Ha (oHE TPEeXpOCTKOBOM mponudepanuu
(maaMueno3) MOTyT ObITh ouaru Muesiodudposa.

3 cragus (TepMHMHANbHAs, AaHEMHUYECKas) XapaKTepHU3yeTCs pa3IuYHbIMU
ucxofamMu 3a00J€BaHUS, CPEeIM KOTOPhIX OCHOBHBIMHU SIBJISIIOTCS: BTOPUYHBIN
Muenohudpo3, OCTPHIA MUEIOUTHBIN JIEHKO3.

B nepudepuueckoid KpoBH OTMEUAIOTCS APUTPOILMTO3, PETUKYJIOIUTO3,
yBEJIWYCHUE COJepKaHUsI TeMOIJIO0ONHA, HEHTPO(MIBHBIN JICHKOIIUTO3 CO CIBUTOM
BJIE€BO, 0Oazodunusi, TpomMOOuMTO3, HM3KMH Tokazarens COD. B TepMuHanbHOMI
CTaJuU BO3HUKAET IOJIaBIICHHNE KOCTHOMO3IOBOIO KPOBETBOPEHUS, UTO MPUBOJIUT K
Pa3BUTHIO NAHIUTONECHHH.

Huarno3 UII gomxkeH ObITh YCTAaHOBIIEH B COOTBETCTBUU C Kputepusimu BO3
HAa OCHOBAaHWU KOMIUIEKCHOM OIICHKM KIMHUYECKOW KapTHHBI M JaOOpPaTOPHBIX
nokasareneil. Hactoposkxennocts B oTHomennu UII momkHa OBITH MO OTHOIICHUIO K
nmaryeHTaM ¢ abJOMUHAIBHBIMUA TPOMOO3aMU B aHaMHeE3€, OCOOCHHO MPH HAIHMYUU
KOXKHOTO 3yJa, 3pUTPOMENAITHUH, CIJIEHOMETajauu, JIEMKOIMTO3a, TPOMOOILMTO3a B
nepudepudeckoir kposu. CymecTByer Takke cnenudpuueckas popma UII, kotopas
mpeacTaBnsieTr coboi 3amackupoBaHHyr/mareHtHyto WII. B Takux cmydasx
oOHapyxuBatoT wmytaruu TeHa JAK2 wu cHmwkenue OIIO, HO TOBBINICHHE
KOHIICHTpAIMK TeMoriioonHa He HaOmomaercs. B 2016 r. BO3 mpemtoxeHbl
MEPECMOTPEHHBIE JTOMOJHEHHbIE KPUTEPUM JUATHOCTUKA MCTUHHOW MOJULIUTEMUH,
rae  MopdoJorndeckoe M THUCTOXMMHYECKOE WCCIEeNOBaHWE TpernaHoOmonTara
KOCTHOT'O MO3T'a SIBJIICTCS OOJIBIINM JUArHOCTHYCCKUM KpuTepueM (tadum. 10).

Ta6muma 10
JmarHocruyeckue Kpurepuu ucruaHoii nosmmuuremun (UII) (BO3, 2008, 2016)
BO3 2008 BO3 2016
boJuabmme kpurepun: boabmme kpurepun:
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1.  remornoOun Gonee 185r/n mis Myx4uH
u Oonee 165r/m Ui KEHIIUH WIA Jpyrue

1. remornobun>165r/ny myxuun, >160r/a
y KEHIIUH WM TeMaToKpuT >49% y MyXKuuH,

IIPU3HAKU MOBBILIEHUS oObema |  >48% y KeHIUH);
LUPKYJIUPYIOLUIUX IPUTPOLIUTOB; 2. mnpu OuONCHHM KOCTHOTO MO3ra -
2. wmyranus reda Jak2 TPEXPOCTKOBAsl THUIepIUia3us (ITaHMUEN03):
yBEJINYECHHE npospepanuu KJIETOK
SPUTPOUTHOTIO, IPaHyJOLUTAPHOTO u
MerakapuoLUTapHOTO POCTKOB
KPOBETBOPEHHS
3.  wmyrarws reda Jak2
Maibie KpUuTEpUH: Maunblii KpuTepHuii:
1. nmpu Ouomcum KOCTHOrO Mo3ra - 1. ypoBeHb SpUTPOINOITHHA  CHIBOPOTKU
TPEXpOCTKOBasi ~ Tumepruiazust  (MaHMHET03): HIKE HOPMBI
yBEJIUYEHUE nponudepanun KJIETOK
SPUTPOUJIHOTO, IPaHyJIOIUTAPHOTO u
MErakapuoIUTapHOTO POCTKOB KPOBETBOPEHMUS
2. YpPOBEHb DJPHUTPOINOITHHA  CHIBOPOTKU

HHNXXE HOPMBEI

Juarno3 UII moarsepskaaercss Npu HAJIUYUHU
ABYX 0OJIBIIMX U OJHOI'O0 MAJIOT0 KpUTEpHEB
WIN NPH HAJIMYHMH NIePBOro 00/b1IOr0 M ABYyX

Jns nocranoBku auaruno3a UII HeoOxoaumo
HAJIMYHe BceX Tpex 00JbIIMX KPpUTepHeB UJIH
1 1 2 60JbIIMX H MAJIOTO KPUTEPUEB

MAJIBIX KPUTEpPHEB

Crpatudukanus pucka Tpomoéoremopparnieckux ocjaoxuenuii mpu UII

Crpatudukanus pucka y 6omasHbix W11 B mepByto ouepens npeaHazHadeHa aiis
OILICHKU BEPOSITHOCTH TPOMOOTHYECKUX OCJIOXKHEHUH, KOTOPHIE SIBIAIOTCS OCHOBHOM
OPUYMHON CMEpPTHOCTH W HHBAJIMIMU3AIUMH, OOYCJIOBICHHOW 3a00JIeBaHHUEM.
Haubonee yctoiuuBbIMU (paKTOpaMH pucKa AJisi TPOMOOTHUECKUX OCIOXKHEHUU MPH
UII sBnsroTest Bo3pact crapiie 60 jgeT u Haauure TpoMO030B B aHamHese. [Ipu aTom
1ejaecoo0pa3Ho  TaKkKe YYUTHIBaTh 0OmmMe (akTopbl pHCKa I CepAedHO-
COCYIHCTBIX U TPOMOOTHYECKHUX OCIOXKHEHU# (Tadi.11).

I'uneprpombormtos  (6omee  1000x10%71) sBnsercs  (akTopoM  pHCKa
reMOpparuyecknuX OCJIOKHEHUW U3-3a Pa3BUTUSA NPUOOPETEHHOTO CHUHIPOMA
Bune6panna.

Tabmuua 11

Crparndukanus pucka pa3sBuTHS TPOMOOreMopparu4ecKux ocaokuenuii npu MUII

Karteropus pucka

Bospacrt crapme 60 Jier
H/NJIM TPOMOO03bl B aHAMHeE3e

CepaeuHo-cocyaucrbie
(¢akropsbl pucka*

Huzkui -- --
ITpoMe:Ky TOYHBIH -- +
Bricokuii + +-

* AprepuanbHas TMIEePTEeH3Us, THUIIEPX0JIeCTePUHEMHUs], caXapHbIi HabeT, KypeHue

IIporno3 B nenom y 6onpHbix UIT OnaronpusiTHBIN, 3aBUCUT OT XapakTepa U

TSXKECTH TPOMOOTreMOpparuuecKux OCJIOKHEHUM, BPEMEHHU 10 TpaHchOpMalllu BO
BTOpUYHBIN Muenoduodpos unu nporpeccupoBanus B OMJIL. CornacHo nanasim BO3
10-netHsis  BeIKMBaeMoCcTh OonpHBIX WII  cocraBmser Oomee 75%. Puck
tpancopmanmu B OMIJI paBen 5%, puck pa3Butus muenoduopoza — menee 10%.
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[Ipyunna cmeptu OonbHbix HWII - mpexne Bcero TpoMOO3bl, a TakKke
reMOpparuyeckre U MH(PEKIMOHHBIE OCIIOXKHEHUS, YACTOTa KOTOPBIX YBJIMYUBACTCS
IpH pa3BUTUU Muenoduodposza wiu tpanchopmanuu B OMIL.

Heau Tepanuu UII:

— IPEIOTBPALLECHUE U JIEUeHUE TPOMOOTEeMOPPAruyeCKUX OCI0KHEHHI;

— KOHTPOJIb CUMIITOMOB OITyXOJIEBOM MHTOKCUKAIIUU (CHUYKEHUE MACCHhI Tela,

MOTJIUBOCTh, JIMXOPaaKa, 3y1);

— CBEJICHUE K MUHUMYMY pUCKa Pa3BUTHUS OCTPOTO JieiKo3a U MUENOPpuOpo3a;

— IpeyNpPEexKIECHUE OCIOKHEHHUH B Cilydae OEpEMEHHOCTH, XUPYPTrUUECKUX

OIepALUN.

IMpuauunsl Tepanuu UIIL:

1) Jnsa npodwiakTUku  TPOMOOTHUYECKUX  OCJIOKHEHUM  Ha3HA4YaroTCs
AHTHATPETaHThI: AllCTUIICATUIIMIOBAs KKCI0Ta B HU3KKMX 103ax (Tpombo-acc 50-100
MI/CyT), TPH HENCPEHOCHMMOCTH WM MPOTHBOIMOKA3aHUAX - Kiomnumorpen (75
MTr/cyT), TUKarpesnop (90 Mr/cyr).

AOGCOIIOTHBIMU _TIPOTUBOIOKA3aHUSIMHU K Ha3HAYEHUIO AalleTHUIICAIHITUIOBOM
KHUCJIOTHI SIBJISIFOTCSI SPO3WBHO-SI3BEHHBIC MOPAXEHUS THUIIEBAPUTEIIBHOTO TpaKTa B
¢daze obocTpeHUs, JKEMyI0YHO-KUIIEUHOE KPOBOTEUEHUE, «ACMUPUHOBAS TPHUANAY,
HaJIM4YMe B aHaMHE3€¢ YyKa3aHWW Ha KpalnuBHUILY, PUHUT, BBI3BAaHHBIE MPUEMOM
anetwicanuuuioBoi kuciotel U apyrux HIIBC, remodunus, remopparndyeckuii
auaTe3, TUIMONPOTPOMOWHEMHUS, pAacCllauBarolllas aHeBpU3Ma aopThl, MOPTAJIbHAS
runepTeHsus, 1epuuuT ButamMmuna K, neueHounas u/uiu noueyHas HeIOCTaTOYHOCT,
neTckuii Bo3pacT (mo 15 mer - puck pa3Butus cuHapoma Peite y geredt ¢
runepTepmMueii Ha oHe BUpPYCHBIX 3a0oseBanuii), I u 111 TpumecTpsl 6GepeMeHHOCTH,
NEPUOJ JIAKTAIUH.

OTHOCHTENBHOE NPOTHBONOKA3aHue - TpomboimTos Gomee 1500 x 10%n mo
IPUYHHE TOBBIIIEHHOTO PUCKA KPOBOTCUECHUM.

2) Jnsa ynaneHuss W30BITOYHOM MACChl LUPKYJIMPYIOUIUX SPUTPOIUTOB U
noJJepKanusi Tematokputa Ha ypoBHe 40-45% moka3zaHbl TremMO3KCchy3uu
(kpoBonyckanusi) 1o 400-500mn yepe3 naeHb, spurporurTadepe3 (pydHOU WIH
anmapaTHBIil).

KpoBonyckanue MOXKHO MPOBOAUTH METOJOM BEHEMYHKIIMU WM BEHECEKIIUH.
[IpoBoasAT B CTEpUIBHBIX YCIOBUAX, OOBIYHO B TMPOIEAYPHOM KaOHWHETE.
[IpoTBOMOKa3aHUs: WIOK, KOJJIANIC M JAPYTHE COCTOSIHUS, COIMPOBOXKAAIOLIUECS
MaJeHUEeM apTepUaATbHOTO AABJICHUS, aHEMHUS, UCTOIICHUE U PE3KO BBIPAKECHHBIM
CKJIEpO3 MO3TOBBIX COCYZIOB, OCOOEHHO y MOXKWIBIX JioAeil. O0beM remMoskchy3un
3aBUCUT OT OOIIETO COCTOSIHUSA OOJIbHOTO M B cpenHeM coctamisieT 250-500 mu c
MTOCJICAYIOIIMM BOCIIOJTHEHHEM o0beMa HmupKyimpyromed kpoBu 0,9% pacTBopom
HaTpusl xJopuaa. JInbo mpeaBapuTeIbHO MPOBOJAT B/B KaMelbHYIO HHPY3UI0 00beMa
KUJKOCTH, TPEBBIIIAIONIETO IUIAHUPYEMbI O0O0OBEM KpOBOIYCKaHUSA, M 3aTeM
OCYHIECTBIISIIOT TeMO3KCcPy3uto. C 1eNbl0 YMEHbIIEHUsI pucka TpoMOO30B Ha (oHe
reModKcy3un Takxke MOXKHO BBOAUTh BHyTpuBeHHO 5000 EJ[ renapuna.
KpoBonyckanusi mpoBOASTCS 4epe3 A€Hb, MOXKWIbIM OOJIbHBIM C COIMYTCTBYIOIIEH
CepIECYHO-COCYUCTOM M JIETOYHOW MAaTOJOTHEN - [ABaXIbl B Heaemo (Jubo
YMEHBIIIAIOT 00bEeM KpPOBH, yAalsieMOdM BO Bpemsi mpoieaypbl). OCHOBHOU ULETBIO
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JIeYEHUs SBISETCA NOAJEpKaHue remaTokputa B npenenax 40-45%. Ilpu npunstun
pELIeHHs O CeaHCaX KPOBOIYCKAHUM KOHIIEHTPALMIO T€MOIIO0MHA HE YUUTHIBAIOT.

3) Ilpu mporpeccupyloieil CIUIGHOMETaluyd, HapacTaHUM JIEMKOIUTO3a W
ypoBHe TpombouuToB cBeime 1500x10%n mokasana LluTOpemyKTHBHAS Teparus:
ruapokcukap6amuy (ruapea) 10-30 mr/kr B cytku; UH®a 1,5-5 mua ME 3 pasa B
HEJIEII0; PYKCOMUTUHUO; Oycyib(aH.

I'unpoxcukapbamuy ucnonb3dyercss B 1-il nuHum Tepanuu y OonbHbix UIL
OpnHako mpoBeJIeHHE Tepanuu THIPOKCUMOYEBUHON Y MOJIOJIBIX MALIMEHTOB, a TAKXKe
y OepeMEeHHBIX HE MOKA3aHO M3-3a HAJIIMYUS BO3MOXKHOIO JIEMKO30T€HHOTO 3 dexTa,
FEHOTOKCUYHOCTH IIperapara. IIpumenenne HMPHa orpanndeHo mioxou
NEPEeHOCUMOCThIO. Pykconmutunu® HazHauvaercs Juist JedeHuss OonbHbix I,
PE3UCTEHTHBIX K Tepanuu TUAPOKCUKapOaMHMIOM WIM TpU HENEepPeHOCUMOCTH.
PekomeHnnyemasi HavalibHas Jo03a mpenapara cocrasisier 10 mr 2 pa3a B JI€Hb.
JledyeHue npenapaToM MPOJOJKAIOT 10 TEX MOp, MOKA COXPAHAETCs TeparneBTUYECKUM
s dexr.

4) npu runepypukeMuu (B TOM 4YHCIE TPHU OTCYTCTBUU KIMHUYECKOM
CUMIITOMATHKHN) TPUMEHSIOT ajutonypuHoi B 103e 100-300 Mr/cyTku moJi KOHTpOJIeM
nokasareyieil MOueBOU KHCIIOThI B KPOBH.

5) maToOreHeTUYECKOro CpeiCcTBa IS JICUEHUsI KOKHOTO 3yJla HE CYIIECTBYET.
B kauectBe cumnromaruueckoro jedeHusi npumensitor H1- mnm H2-anTaroHucTs
rMCTaMUHa, MPOTHBOSNWIENITUYECKUE TIpenaparbl (mperadaivH), aHKCUOIUTHKU
(babomoTmzona gurugapoxiopun). Ilpu HedIPHEKTUBHOCTH CUMITOMATHYECKOM
TepaIuy — MUEJIOCYIPECCUBHBIE MTpenapaThl (THIPOKCUKApOaAMUI, PYKCOJIUTUHUO).

6) MIaHOBBIE XUPYPTUYECKUE BMELIATENICTBA M JICYCHHUE Yy CTOMATOJIOra
JIOJDKHBI  OBITh  OTJIOKEHBI 0O HOpPMalW3allUM TOKa3aTeleil JpUTPOLUTOB U
TPOMOOLIMTOB; NPU HEOOXOAMMOCTH BBIMOJIHEHUS HEOTJIOKHBIX XUPYPTrHYECKUX
ornepalnuii NpeABapUTENbHO MPOBOASAT  KPOBOIyCKaHUs/Aputpouutadepes 10
HOpMaJIM3alluy TeMaTOKPUTA; MPOBOAUMAs Tepanus JOHKHA ObITh 3a01aroBpeMeHHO
(B coOoTBETCTBHM C (papMaKOKHHETUKON MPUMEHSEMOTo Ipernapara) mpekpaiieHa 10
OIlepaTUBHOI'O BMELIATEIbCTBA.

HuddepeHunanbHblil 11arHo3 3pUTPEMUHN TPOBOJIUTCS C IPUTPOILIUTOZAMH.

JPUTPOUUTO3bl —  COCTOSHHUSA, XapaKTEPU3YIOIIMECS  YBEJIMYECHHUEM
KOJIMYECTBA SPUTPOLIUTOB B eIUHMIE 00beMa KpoBu cBbime 4,7-10%% /n y xeHmuH u
5,5-10%2 /i — y MyxuuH.

B 3aBucuMocTH OT 3THONIOTHYECKUX (HAKTOPOB pa3Iu4yaroT MNEPBUYHBIC
SPUTPOLIUTO3BI HACIEACTBEHHON M MPHUOOPETEHHON NPHUPOABI, BKIIOYAKOIINE B ceOs,
B YaCTHOCTH, UCTHUHHYIO MOJIMLIUTEMUIO, WU 00se3Hb Bakes3a, a Takxke BTOpUYHBIC
SPUTPOLIUTO3BI, SBISIOMIMECS CHUMITOMaMHU pa3HOOOpa3HbBIX 3a00NeBaHUN WU
MATOJIOTMYECKUX COCTOSIHUM.

B 3aBUCMMOCTH OT MEXaHW3MOB pa3BUTUSA BBLACIAIOT a0OCOJIIOTHBIE
OPUTPOLIUTO3bl — COCTOSIHHS, XAapaKTEPHU3YIOIIMECS YBEIMYEHHEM COAEpPKaHUs
SPUTPOLIUTOB B MNEpUPEPUUECKON KPOBH B CBSA3M C AKTHBALUMEH 3pUTPOIOI3a B
KOCTHOM MO3T€, a TaKK€ OTHOCHUTEJBHBIE APUTPOLIMTO3bI, B OCHOBE KOTOPBIX JIEKUT
(peHOMEH CTyIIEeHUs] KPOBU IPU OOBIYHOW HHTEHCUBHOCTH SPUTPOI033a.

IlepBHYHBIEC 3PUTPOLUTO3BI
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Hacneocmeennwiii cemetinvliil apumpoyumo3 — reHETUYECKH 00YyCIIOBIECHHOE
COCTOSIHUE, XapaKTepU3ylolleecsi YBEIUUCHHEM COJiepkaHusd B mepudepuyecKon
KPOBU T'€MOTJIO0MHA, SPUTPOIIUTOB, MOBBIIICHUEM BA3KOCTU KPOBU, PACCTPOUCTBAMU
MUKPOLMPKYISIUU. B oCHOBe matoreHesa jexaT pa3iudyHble MEXaHU3MBI: JeDUIUT
dbepMeHTa U 00pa3oBaHKe aHOMAJILHBIX T€MOTJIOOMHOB C MOBBIIIEHHBIM CPOJCTBOM K
KHCJIOPOJY; UYTO MPUBOJUT K YMEHBIIEHUIO OTAAUM KUCIOpPOJa TKaHSM, Pa3BUTHUIO
TUTIOKCUM, TIOBBIIICHHON BBIPAOOTKE IPUTPOINOITHHA U CTUMYJSAIMHU SPUTPOIIOI3A.
3aboneBaHue HACIEIyeTCsl IO ayTOCOMHO-JIOMUHAHTHOMY THITY, Kak IpaBWIIo,
nporekaer OeccuMnToMHO. B mepudepruyeckoil KpOBH BBISIBISIOTCS SPUTPOLIUTO3,
yBEJIUYEHUE COJIEpPKaHUSI DPUTPOLIMTOB, TIOBBIIMICHUE TE€MATOKPUTA, PE3KOE
3amemsienne CO3D. Bo3MOXHO pa3BuUTHE TPOMOO30B COCYJOB TOJIOBHOTO MO3ra H
KamUIIPHON KPOBOTOYUBOCTH.

BropuuHble  J3pUTPOHHUTO3BI  HE  SBISIOTCS  CAMOCTOSITEIIbHBIMU
HO30JIOTUYECKUMU  (opMaMH  MATOJOTHH, OTO  CUMIITOMBI  Pa3IMYHBIX
MaTOJIOTHYECKUX TPOIECCOB W 3a0osieBaHui. Kak ykas3pIBajioch BBINIE, Pa3IMYarOT
aOCOJIFOTHBIE W OTHOCHUTEJIbHBIE BTOPUYHBIE  JPUTPOIUTO3bI.  AOCOIOTHBIC
SPUTPOIIUTO3BI CBSA3AHBI C AKTUBAIIMEH IPUTPOIIOI3a B KOCTHOM MO3T€ IO/ BIUSHUEM
Pa3IMYHBIX TOPMOHAJIBHBIX M TYMOPAJIBHBIX CTUMYJIUPYIOIIUX BO3JICUCTBUH.
BaxnelmuM CTUMYIATOPOM DSPUTPOINOI3a SBISIETCS DJPUTPOTIOITUH — TOPMOH
TJIMKOTIPOTEHMHOBOW TPUPOJIBI, KOTOPBIM CHHTE3UPYETCS B OCHOBHOM B IOYKaX B
oTBeT Ha runokcuto. [Ipu maronoruu nodex (mpu yJaleHUH MOYKH, HAPYIICHUH €€
SHAOKPUHHON (YHKIMHU) BBIpAOOTKA SPUTPOIOITHHA MPOUCXOAUT B medeHW. Ha
¢doHe omyxoneBbIX 3a00j€BaHUN TOYEK M TICYEHM CHHTE3 JPUTPONOITHHA
UHTEHCUPUIIUPYETCS.

Kpome TOro, ropMoHadbHBIMH CTHUMYJIATOPAMH 3PUTPOIOA3a SBISIOTCS
ropmonbl aaeHorunodusza (AKTI, TTI, TITI, CTT), runodusapueii u
TUTAIICHTAPHBIN MPOJIAKTHH, TUPEOUIHBIE TOPMOHBI, aHAPOTeHbI. [loaTOMy O4eBUAHO
pa3BUTHE BTOPUYHBIX OHPUTPOIMTO30B Ha (OHE pa3TUYHBIX DHIOKPUHOMATHH,
O0COOEHHO TIPH OITYXO0JIEBOM MOPAKEHUN YHIOKPUHHBIX JKEJIE3.

Bropuunbie a0COIIOTHBIE IPUTPOUUTO3BI MOJIPa3JIETSIOT Ha
THITOKCEMUYECKUE (KOMIIEHCATOPHBIC) M HETUTTOKCEMHYCCKHUC:

T'unokcemuueckue 3pumpoyumo3bt MOTYT BO3HUKATh IIPU SK30T€HHBIX
TUIIOKCUYECKUX COCTOSIHUSIX, & TaK)K€ MPHU 3HAOTEHHOW TMIIOKCHHM LUPKYISTOPHOTO,
F€MUYECKOr0, TKAaHEBOro  xapakrtepa. KoMmeHcaTOpHble  TUIIOKCEMUYECKHE
SPUTPOLIUTO3BI OTMEUAKOTCS

— TPH JJIUTEIHOM NMPeObIBAHUU B BHICOKOTOPHOM MECTHOCTH,

— Y CIIOPTCMEHOB,

— Tpu OOCTPYKTHBHBIX 3a00JIEBaHMSX JIETKUX, OPOHXHATBHOW acTMme,

OpOHXO03’KTAaTHYECKOM O0JIC3HH,

— BPOXKJICHHBIX «CUHUX» MOPOKAX CEepAla, apTEPHUOBEHO3HBIX COYCThSIX,

— [IPY XPOHUYECKOU CEPJIEUHOM, JIETOYHOM HETOCTATOYHOCTH,

— TpU  METreMOrJOOMHEMUM, KapOOKCUTEMOTNIOOMHEMHUH (KYPUJIBIIUKH )
BCJICJICTBHE HAPYILICHUS KUCIOPOIHO-TPAHCIIOPTHON (PYHKIIMKU TeMOorjioOunHa,

— paboTa B YCIOBUSIX MOBBIIMIEHHOTO WA HOHUXEHHOTO aTMOC(HEpPHOTO

naBJieHUs (JICTYMKH, BOJOJIA3bI, AXTEPHI U JIP.).
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OpUTPOIUTO3 MPHU TUMOKCHUUECKUX COCTOSHUSIX OOecredrBaeT ajanTaiuio
opraHu3Ma K JCHCTBUIO MAaTOr€HHOTO (PakTopa, MOATOMY OH M TMOJYYUJ Ha3BaHUE
KOMIIEHCATOPHOTO.

Abcontomuulil He2unokcemMuyecKull 3pumpoyumo3 He UMEEeT KOMIIEHCATOPHOI
dbyHKIMM, 0O0YCIOBJICH MOBBIIICHHOW MPOIYKIIMEH IPUTPOIIOITHHA

— OpU MOPaXEHUU TOYEK: pakKe, MOJUKUCTO3€e, CTEHO3€ MOYEUHOU apTepuu,
rupoHedpose, Nocje onepauny nepecajky NoUKH,

— TApaHEOIUIACTHYCCKHUE SPHUTPOLMUTO3bI (IPU OMYyXOJICBOM IMOPAKECHUU
MEYEHU, CEJIe3E€HKH, OIYXOJIIX JKelle3 BHYTpeHHeH cekpenuu (rumnodusa,
HAJMTOYCUYHUKOB, SUYHHUKOB); Oosieanu u cuHapome HWuenko — Kymumnra, korma
BO3HHUKAET runepnpoaykuus ropMmoHoB AKTI 1 TIIOKOKOPTHKOHIOB),

— nipu 3a0oaeBanusx [{HC (omyxosu, KpoOBOU3IHUSIHUS, SHIC(PATOMHUEIINT),

— Ha (poHe mpuemMa aHIPOTreHOB, META0OIUYECKUX CTEPOUIIOB, OOJIBIIUX 103
JNYPETUKOB; HEPAIIMOHAIBHOE MCIIOJIb30BAHUE D)PUTPOTIOITHHOB.

Knuaudeckne mposiBICHUS BTOPUYHBIX — AOCONIOTHBIX  J3PUTPOIMTO30B
pazHooOpa3Hbl, B  3HAYUTEIBHOW  Mepe  OOYCIOBJIEHbl  OCOOCHHOCTAMHU
ATUOJIOTHYECKHX (HaKTOPOB W OCHOBHOrO 3abosieBaHusa. OOmMMMU NpH3HAKAMU
SPUTPOIIUTO30B SBIISAIOTCS YMEPEHHAS TUIIEPBOJIEMUS, YBEITUUEHUE BI3KOCTH KPOBU U
reMaTOKpUTa, TMIOBBIIIEHWE apTEePUAIbLHOTO JIABJICHUS, pa3BUTHE THUNEPTpoduu
MUOKapJia, pPacCTPOMCTBA MUKPOLUUPKYISIUH, HaIHM4YUEe MHKpOoTpoMOo3a. B
nepudepruueckod KpOBU OTMEUAIOTCS SPUTPOIUMTO3, PETUKYIOIUTO3, B OTIMYUE OT
SPUTPEMUN OTCYTCTBYIOT TPOMOOIIUTO3 U JIEHKOIIUTO3.

BropuuHble OTHOCHUTEJbHBbIC 3PUTPOLUTO3bI HE CBA3aHBI C aKTUBALMEH
APUTPOII033a, BOSHUKAIOT BCJIECTBUE IBYX OCHOBHBIX MATOT€HETUYECKUX (PAKTOPOB:

I Crymenus KpoBu (F€MOKOHIEHTpAIlMU) TIPU TOTEPE OPraHU3MOM
KUJIKOCTH (quapesi, pBoTa, IJa3MOIOTEps MPH 0KOTrax).

2 BpiOpoca JeNMOHUPOBAHHOM KpPOBH TMIPU  CTPECC-PEAKIUSX, OCTPOi
TUIIOKCHH.

B psane ciydaeB OTHOCHUTEIBHBIE OJPUTPOIMTO3BI  HAOMIOAAIOTCS TpU
apTepuaibHOM TUINEPTEH3UU Yy JIHI, 3JIOYNOTPEOJSIOMUX  aJKOTOJeM, Y
KYPHWJIBILIUKOB.

KinnHudeckne mpoOSIBIEHUS OTHOCUTEIBHBIX 3PUTPOIIMTO30B TaKXKE B
3HAUNUTEIBHOM MEpe OMNpEACNSIIOTCS  XapakTEepOM OCHOBHOTO  3a00JeBaHUA,
O0COOEHHOCTSIMH ATHOJOTHYECKOTo ¢akropa. [lpu moObIx ¢GopMax MaToNOrUU HE
HCKJIIOYEHA BO3MOKHOCTh YBEIMYEHUSI TEeMAaTOKpUTa B CBSI3M C HOPMO- WIIHU
TUMIOBOJIEMUYECKOW  MOJIMIMUTEMUEH, a TakKe pPa3BUTHEM TUIEPTEH3UBHBIX
COCTOSIHUM.

IpyHUMOBI JIeYeHUs] BTOPUYHBIX IPUTPONMTO30B. JleueHre HampaBiIeHO
(ecnu 3TO BO3MOKHO) Ha YCTpaHEHUE MPHUYMHBI, BBI3BaBIIEH 3puTpouuTo3. llpu
TUIIOKCUYECKUX JIPUTPOLUTO3aX HEOOXOAMMA Tepamusi OCHOBHOTO 3a00JIeBaHUS U
OKCUTeHalusi KpoBU. [IpuM COCymIHMCTBIX WIyHTaX — XUPYPrUUECKOE JICUCHHE.
KypsimiuMm manmeHTaM — pEeKOMEHJIOBAaTh NpPEKpaTuTh KypuTh. [Ipu u30bITOYHOM
Macce Tella — Ha3HA4YeHWE pa3rpy304YHOM JueThl. Ecliu NMpUYuHY YCTpaHUTH HE
yAaeTcsl, BCErjla OLIEHUBAIOT CTENEHb YIPO3bl, CBSA3AHHYIO C 3PUTPOLMTO30M, U
BO3MOKHbBIE€ HEXKEJIaTeNIbHBIE MOCIEICTBUS, K KOTOPHIM MOXKET IPUBECTU YBEIUUYCHUE
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remMaTokpura (yBeJIMYEHHE TKaHEBOM runokcuu). K KpoBomycKaHusIM HpH
XPOHUYECKUX OOCTPYKTHUBHBIX 3a00JI€BaHUSAX JETKUX, NOpPOKax cepaua Cleayer
MOAXOAUTh C OCTOPOKHOCTBHIO (HeOosbine KpoBomyckanust mo 200 ma 1 pa3 B
HEJIeTI0, TeMaTOKpUT He NoJKeH ObiTh Huke 50%). I'ematokput (Ht) paBubiit 50-
60% sBIIIETCS OTHOCHUTENIBHBIM ITOKA3aHUEM U1 KPOBOIYCKAHHUS, a4 TE€MaTOKpPHUT
6onee 60% sBisieTCSl YETKMM TOKa3aHWEM JUIsl KpoBolyckaHus. Llutoctatmueckue
npenaparthl Npy SPUTPOIIUTO3aX HE Ha3HA4aloT. [Ipu OTHOCUTENBHBIX SPUPOLMTO3AX
MOKa3aHO TIPOBEACHUE pErujaparalui B JOCTATOUYHBIX oO0BeMax (2-3 n/cyTkm).
[IporHo3 3aBUCUT OT OCHOBHOI'O 3a00JI€BaHMUSI.

3.3 Xpounueckne JuMponposmdpepaTuBHbIE JIEHKO3bI

Xponuveckue JuMponpoandepatuBHpie 3a00J€BaHUA  BKIIOYAOT

XPOHUYECKUHT TuMQoITapHBIA JIEHKO3, MHOECTBEHHYO MUEJIOMY,
MakpornoOynuHemMuro Bambaenctpema, nuMmdomy XOJKKHHA U HEXO/KKUHCKHE
TUM(OMBL.

Xponnueckuii  aumdouurTapubiii  Jgeikod (XJIJI) —  omyxonb

UMMYHOKOMIIETEHTHOW CHUCTEMbI, KJIETOYHBIM CcyOcTpaT KOTOpOW TMpelIcTaBlieH
MOpGoJIOTHYECKA  3pesibiMu  JuMdoruTamu. Jlelko3nble kietku 1pu  XJIJI
OPOUCXOJAT W3 OJHOTO TMpPEANIeCTBEHHHKA, T. €. TMPEJCTaBIsAI0T CcoOoM
MOHOKJIOHAJIbHBIE JIUMQOLUTHI, OOHApYKUBAEMbIE MPEUMYIIECTBEHHO B KpPOBH,
KOCTHOM MoO3Te, nuM@daruyeckux yi3jax, Ne4eHH u cene3eHke. OcoOeHHOCTh
auMmdormToB mipu XJIJI 3axmrodaeTcs B uX (YHKIIMOHAIBLHON HEIMOIHOIICHHOCTH,
HapyIICHUN MEXaHU3MOB aHTUTEI000PA30BaHUs, YTO CTIOCOOCTBYET BOSHUKHOBEHUIO
y OONBHBIX Pa3IMYHBIX WH(PEKIMOHHBIX OCIOXXHEHWH. BcenencrtBue pa3Butus
ummyHoaehunuTa npu XJIJI yacTo oTMEUaroTCs ayTOMMMYHHBIE OCJIOKHEHHS.

JnujaeMunonorusi 3adojeBanus. B eBpomneiickux crpaHax 3a00J€BaeMOCTb
XJUI cocraBasier 5 cinyvyaeB Ha 100 Tbic. yenoBek B ron, B Poccuiickoit denepanun
HUKE - 2,95 ciydast Ha 100 ThIC. YeNOBEK; MpUYeM 3a00JIEBAEMOCTh YBEITUUUBACTCS C
Bo3pactoM. Y Jui crapiie 70 jet oHa coctaiser 6osee 20 ciaydaeB Ha 100 ThIC.
YyeloBeK B roi. MeauaHa Bo3pacTa Ha MOMEHT YCTAaHOBJIIEHUS JUarHo3a B
eBporeicKkuX cTpaHax — 69 net, B Poccuiickoit @enepanun — 62 roja.

Tedenne xponmdeckoro IMMQOIUTAPHOTO JeiKko3a BapuabenbHO. OKOJIO
40% DAUMEHTOB MMEIT MEJJIEHHO NPOrpecCUpylollee TEYeHUe, MpUuYEM
MPOJIOJDKUTENFHOCTh WX JKU3HHU CpPaBHUMA C OOMICTIONYJSAIIMOHHOW. Y HEOOIbIION
rpynmnbl  OONBHBIX ¢ «Tieromum» TedenueM XJIJI BoobOme He Tpebyercs
cneuuduyeckass Tepanus (UM T[OKa3aHAa BbDKUJATENbHAS TaKTUKA). Y JPYyrux
OOJIbHBIX HaOII0JaeTcsl OBICTPO MOrpPEecCUpYIolee TeueHHe, TpeOyroliee paHHEro
Ha3HAYEeHUs TEPaIuu.
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Hcnonw3yrorcst aBe ocHoBHbIC kaaccupukanuu XJIJI (Binet J. n. Rai K).
OCHOBHBIM JOCTOMHCTBOM KJIacCU(UKAIUNA SBJISIETCS BBEIICHHE MPOTHO3UPYEMOi
MeJIMaHbl BBKUBAEMOCTH, YTO MO3BOJISIET ONTUMU3UPOBATH JICUEOHYIO TAKTHKY.

Craguro XJIJI mo kputepusim J.L. Binet ycTaHaBiuBalOT Ha OCHOBAaHHU
(U3MKATHLHOTO UCCIICIOBAHUS U aHaIu3a KpoBH (Tadi. 12).

Tabmuma 12
CTaaum XpoOHHYecKoro JuMdoiuTapHoro Jeiiko3a mo Binet J.L.
Cranus XapakrepucTuKa Menunana
BbIZKMBA€MOCTH, Mec.
A I'emornooun >100 1/, >120

TpomGommTh! >100 x 10%/71,
nopaxkeHo <3 mumdaTuyeckux obmactei™

B I'emornoOun >100 1/, 61
TpomGommTh! >100 x 10%/71,
MOpakeHo >3 muMpaTUIECKUX obIacTen™

C I'emorno6mn <100 r/n 32
WA
ypoBeHb TpoMbormToB <100 x 10%/n

*JIumdarnyeckne 061acTh: MIeHHbIE TUMPATHIECKUE Y37Ib, TOAMBIIICUYHbIC TUM(PATHIECKUE Y3TIbI
(c 1 nnum 2 cTopoHn), maxoBble TUMpaTHUECKHE y3IIbl (C 1 WU 2 CTOPOH), IeUeHb, CENE3EHKA.

Craguro XJIJI mo kputepusm Rai K. Takke ycTaHaBiIMBalOT Ha OCHOBAHHUH
(U3MKaTbHBIX JaHHBIX U TIOKa3aTelel aHaiu3a KpoBH (Tadu. 13).

Taomuma 13
Kaaccuduxanusa XJIJI mo Rai K.

Cranust XapakTepucTuKa CreneHb pucka Menuana
BbIXKMBAaEeMOCTH,
rojbl

0 N3onmpoBaHHbIi mumdonurto3 | Huzkuit bonee 15
nepudepruyeckoil KpoBu

| Jlumdornuros + numpanenonarus Huskuii 9

I Jlumdouuroz+cmneHomeranust  w/unu | [Ipomexyrounsrit 5
renaroMeranus HE3aBHCHUMO oT
yBEJIMYCHUS JIUM(PATUYECKUX Y3JI0B

i Jlumporuroz+anemust (Hb <110 r/m) | [IpomexyTouHbIii 2
HE3aBHCHUMO oT YBEITUYCHUS
TuM(paTHIECKUX y3JI0B

v JIumbounuTo3+TpoMOOIIUTONICHUS Bricokuii 2
(Tpom6ormTsl <100x10%/1)
HE3aBHCHUMO oT YBEITUYCHUS
TuM(paTHIECKUX y3JI0B

Cragusi KOHCTaTUPYETCs] Ha TEKYIIM MOMEHT, YKa3bIBAae€TCS B JMArHO3E H
CIIY’)KUT OPUEHTUPOM TIPH OTPEIEICHUH MOKa3aHUN K TepaIuu.

B kiIMHUYeCKOW KapTHHe BBHIIEISAIOT TuMdomponudepaTUBHBIN CUHAPOM
(renepanm3oBaHHas JTUM(OAJCHOMATHS, TEMaTO- M CIUICHOMETANHS, JICHKEMUIBI
KoxH). JInmbaTudeckre y3ibl, Kak MPaBWIO, TECTOBATON KOHCHCTCHIINH, HE CITasTHBI
C KOXeM U OKpyXalollUMU TKaHIMH (TIOJABWXKHBI), 0€300J€3HEHHBIE, HE
U3BA3BISIOTCS M HE HATHAWBAIOTCSA. Y BEJIMUCHNE BHYTPUTPYIHBIX M a0 JOMUHATBHBIX
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nuM@aTUYECKUX Y3JI0B OMACHO BBUIY Pa3BUTUS CHUHIIPOMA CAABJICHUS BEpPXHEH U
HIDKHEW TOJIBIX BEH, CJIaBJICHUS OPraHOB CPEAOCTCHHUS WIM TETeIb KUIICYHUKA.
Cene3eHka y TMalMEHTOB YBEJIWYMBACTCS B PA3HOM CTEMEHM, MPHU MANbIAIlUU, KaK
MPaBUJIIO, dJIACTHYHAs, 03 JeopMaliii MOBEPXHOCTH.

B Gosiee mo3aHuX cTagusix OTMEUAIOTCA

— QaHEMHUYECKHE CHUMIITOMBI (YTOMJISIEMOCTh, HeIoMoraHue). PasButue
AHEMHYECKOTO CUHAPOMA MOXET ObITh CBA3aHO C YTHETEHUEM IPUTPOUTHOTO POCTKA
B KOCTHOM MO3T€, a TAKXKE C ayTOMMMYHHBIMH OcliokHeHHIMU (AUT A);

— uHTOKCcHuKanus (B-cumnTomsl) — cyOdeOpuiibHas TeMieparypa Tena oosee
2 "Hep. moaps 6e3 MPU3HAKOB BOCTIAJICHUS, HOUHBIE PO y3HBIE OTHI, MOXY/IaHUE Ha
10 % Macchl Tenia B ocjiaeHUE 6 MECHIIEB,

— TeMOpparu4yecKuii CHHJIPOM B pe3yJbTaTe HApPYUIEHUS MPOAYKIUU
TPOMOOILIMUTOB W/WJIU TIOBBIIIIEHHOTO pa3pyllleHus UX Ha nepudepunt (QyTOMMMYHHOTO
XapaxkTepa).

JAuarnocTuxka XJIJI

Jns  moctanoBku auarfHo3a XJIJI TpeOyrorcs oOmmii aHamu3 KpOBH,
MuenorpaMma U uMMyHodeHotunuueckoe uccienoanune (MDOT) nepudepruyeckoit
KPOBU WUJI KOCTHOT'O MO3ra.

Huarnoctuueckue kputepuu XJUJI (BO3, 2016):

— JIEUKOIMTO3 ¢ aOCOMOTHBIM JTUMPOIIUTO30M (3penbie umdonuthl >5 000 B
1 MKJI KpOBH);

—>30 % auM@OIMTOB B KOCTHOM MO3T€;

— 1o qauHbM UDT: ¢penorun kierok XJIJI xapakrepusyercs sxcnpeccueit B-
KkieTouHsIX anturesos CD19, CD20, CD22, CD79b B coueTanuu ¢ «T-KI€eTOYHBIM)
Mapkepom CDS5 u akTuBaniMOHHBIM Mapkepom CD23.

Jlnarso3 ycTaHaBIMBAIOT MPHU BBIABICHUU B KpoBH >5 000 B-nmumdornuton B
1 M1 mepudepudeckoil KpOBH IIPU YCIOBUH, YTO JIMMGOIIUTO3 coXpaHseTcs Oonee 3
mec. B mepudepuueckoit kpoBu npu XJIJI Bo3sMOXHO  OOHapyXeHHE KIIETOK
nerikomuza (bortkmHa — T'ymmpexrta), MOTyT OBITh BBISBICHBI aHEMHWS,
TpoMOoruTonenus B mpoABuHyThIX cTaausx (I1-1V/C).

HNHCTpyMEHTAIEHEBIE METOJIBI 0OCIECI0BAHNUS

— KT rpynHo#i KiIeTKH, OpraHOB OPIOMIHOW TOJOCTH W MaJIOro Ta3a IS
YTOYHEHUS HAIWYUS U PaACIPOCTPAHEHHOCTH IJMM(aJCHONATHU WM  OIEHKH
MPOTHUBOOMYX0JIEBOTO 3(pdheKTa, eciu UCCIIeJOBAaHUE BHIMIOTHEHO B TMHAMUKE;

— pentreHorpadus OpraHoB TPYAHON KIETKU B 2-X MPOCSKIIHIX;

— VY3U numdarnueckux y3i10B (nmepudepruuecKux, BHYTPHOPIOIIHBIX U
3a0pIONMIMHHBIX) U BHYTPEHHUX OPraHOB (OPraHOB OPIOMIHOW TOJOCTH W MAaJoro
Taza).

s Bepudukanum aumarnosza numbonponudepatuBHoro 3adonesanus (XJIJI,
mumorpanynemMaro3, TuM(OMbI) BO3MOXKHO BBITIOJHEHHE Oworcuu aumMdoysna ¢
MOCJEAYIONIUM TUCTOJIOTUYECKUM U HUMMYHOTMCTOXUMHUYECKUM HUCCIEIOBAaHUEM. Y
6onbubix XJIJI oOHapyxkuBaetrcs aud@ysnas uHbuabTpanus aumdpoysiaa 3pesbiMu
auM@onrTamMu, PUCYHOK JuMdoy3na crepT (HEeT UETKUX TPaHUl] MEXIY
(G oJUTMKYJIaMU U CUHYCaMu).
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Bcecem mammentam ¢ XJIJI mepen HadamoM 1-i M BceX MOCHEAYIOIIMX JIMHUN
Tepanuu pEKOMEHAYETCS IPOBEJICHHE MOJIEKYJIIPHO-IIUTOT€HETUYECKOT O
HCCIIeIOBAaHUs ¢ MpUMEHEeHueM meroaa dayopecueHTHo rudbpunuzanuu (FISH) Ha
nenenuto 17p u onpeaenenue myranuit rea TP53, 0coOeHHO y MallMEeHTOB MOJIOXKE
55 net, y KOTOpBIX MOKET OBITh MPOBEACHA AIJIOT€HHAs TPAHCIUIAHTALIMS.

Bousocarokierounsiii  Jeiiko3 (BKJI) — xponumueckoe B-kierouHoe
muMmdonponudepatuBHoe 3a00JeBaHUE C MPEUMYIIECCTBEHHBIM TOpPaKEHUEM
KOCTHOT'O MO3ra u ceye3eHku. Bospact 3aboneBmux cocrabiseT oT 30 mo 50 ner.
Cybctparom BKJI sBisitoTcss mUMQOIUTHL ¢ XapakTepHOl Mopdonorueit (KpymnHbie
pa3Mepbl U BBIPOCTHI IIUTOIUIA3Mbl (BOJIOCKH)), OTCIOJIa M Ha3BaHWE 3a00JIeBaHMUS
(npunoxenue, puc. 14). B ximnuke nns BKJI xapaktepHO mpeuMyIIECTBEHHOE
yBEJIUYCHUE CEJIe3€HKU C PA3BUTHEM IUTONCHUHU. YBEIWYEHUS MepudepuuecKkux
amumpoysnoB mpu BKJI Her, B 15-25% ciiyyaeB BBISBISETCS YBEIMYCHHUE
BUCILIEpANIbHBIX JTUM(DOY37I0B  (00BIUHO abmoMHUHAIBHBIX). [lpu oOHapy)xeHuu
yBEJTUYCHUS BHYTPUTPYIHBIX auMQoy3JI0B HE00X0ITUMO UCKJTIOUEHHUE
TyOEpKYJIE3HOTO MOPAKEHHUS; B Clydae BBIsBICHUS codyeTaHus TyOepkyne3a u BKII
HE0OXO0AMMO TIPOBOJAUTH JeUeHUE 000uX 3a00JieBaHU OHOBpeMeHHO. KnnHnueckue
CUMIITOMBI IIUTOTICHUU TPOSBISIOTCS KOMIIEHCUPOBAHHOW aHEMHUEH, YMEPEHHO
BBIPKEHHBIM T€MOPPAarudeckuM CHUHAPOMOM. (OCHOBHOE >KM3HEYTPOKAIOIIEee
ocnoxkuenne BKJI — BocnanuTenbHO-MH(EKIMOHHBIE MPOIECChl, CKIOHHBIE K
CENTUYECKOMY TEUEHHUIO.

Jleuenue XJIJI. XpoHudeckuii TUMQOIUTAPHBIN JIEHKO3 HUMEET MEJICHHO
Iporpeccupyroliee TeueHHue, MOITOMY OO0OCHOBaHA TAaKTHKa BBDKHAATEIHLHOTO
HaOJIIOIEHHS 32 TTAIMEHTaMU JI0 MOSBJICHUS MMOKa3aHUH K crienu(uueckoil Tepanuu.

[lokazanusimu anga Hayana XT sBiseTcss OBICTpOE MPOrpecCUpOBaHUE
OITYyXOJIEBOTO TMpoIecca (BbIpaK€HHAs CIUICHOMETranus W/Win JuMdaaeHOnaTHs),
HaJU4Yh€ CHUMITOMOB WHTOKCUKAIIMU, pa3BUTUE UIUTONEHUH, Yrpo3a pa3BUTHUS
CHUHJIpOMA CJABJICHUS TOJIBIX BEH, HAIMYUE ayTOUMMYHHBIX ocloxkHeHuid (AUILA,
ayTOMMMYHHAsi TPOMOOIIMTOIICHHUS ).

Lens nedenus onpenensieTcsi BO3pacToM OOJILHOTO U HAIUYHUEM/OTCYTCTBHEM
COITYTCTBYIOITUX 3a00JeBanuii (Tabin. 14).

Taonuua 14
Omnpenesenne nean repanuu XJ1JI B 3aBUcCMMOCTH 0T BO3pacTa 1 KOMOPOMJIHOCTH

KomopouaHocTsb, Bospact g0 65et, Her | Bo3pact crapue 65.erT, Crapueckuii

BO3pacTt 3HAYMMOH 3HAYMMAs BO3pacT, OpraHHble
KOMOPOMJHOCTH KOMOPOMJIHOCTH aToJIOTHH
Lean Tepanun Honrocpounas Kontpoub Hax [TannuatuBHas
pemuccus 00Je3HbI0, HU3KAS
TOKCHYHOCTh

HanuenTtam ¢ XJIJI Monoxke 65 JIeT ¢ XOpOILIUM COMaTUYECKUM CTaTycoM 0e3
CONYTCTBYIONIUX 3a00JIeBaHUN, 03 IHUTOTCHETHYECKHX MYTAIMi HEe0OXO0AruMO
CTPEMUTBCSI K JIOCTHXKEHUIO TOJHOW PEMUCCHHM, YTO TMPUBEACT K YBEIUUYCHUIO
MPOJOJDKUTENBHOCTH UX XKU3HU. B kadecTBe 1-Ui TMHHMM Tepanuu pPeKOMEHIYETCA
npoBefieHne uMMyHoxumuoTtepanuu o cxeme FCR (dbaynapabun, nukinodochamun,
putykcumad) win no cxeme RB (purykcumad, Oenmamyctud). Ilpum Hamuuuu
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BO3MOXHOCTH - Tepanus HOpYyTMHHOOM (MHTHOUTOp THUPO3MHKHHA3bl bpyTroHa) B
MOHOpEXUME WM KOMOMHAIMs HOpyTUHHOA U pUTYKCUMaba, 4YTO MEHEe TOKCUYHO,
yem Kypc FCR.

Hanuentam ¢ XJUI crapuie 65-701€T U MOJOABIM MAlMEHTAM C TSXKEIbIMU
CONYTCTBYIOUIMMH 3200JICBAHUSIMU HEOOXOJMMO JIUIIL O0ECIEUYUTh KOHTPOJIb Haj
OMYyXOJIbI0O C MHHUMAJbHON TOKCHUYHOCTHIO. PeKOMeHIyeTcs MpOBEICHHE MEHee
MHTEHCUBHBIX PEKUMOB HMMYHOXUMHOTEPATUU (cxempr FCR-Lite, RB,
XnopamMOynmi+puTykcuMal, BEHETOKIIAKC).

Y nainumeHTOB crapyeckoro Bo3pacta (crtapuie 75-801€T) ¢ TKEIbIMU
COMYTCTBYIOIUMH 3a00JI€BaHUSIMU II€JIb JICUCHUS - NaUIMaTUBHAsI. JlaHHOUW rpyrine
NaIlMeHTOB PEKOMEH/IOBAaHbI HAUMEHEE TOKCHUYHBIC CXEMbI JICUCHUS: MOHOTEpPAMUSI
Xnopam6yuuiiom B o3¢ 0,07-0,2Mr/kr BHYTpb B T€UeHHE 2-4 HEZelb, MOHOTEepanus
putykcuMabom (MoHOKIOHaANbHBIE aHTuTena kK CD20); MoHoTepanus nOpyTHHHOOM
B MaJIOU J03€.

BonpHbiM 13 rpynmbl Bbicokoro pucka (¢ del(17p) w/unu myrtammeit TPS53)
JUISL TOCTHKEHUST PEMHCCHUU PEKOMEHJ0BaHa Tepanusi uOpyruHuOOoM (420Mr/cyT
BHYTPh) JO TMPOTPECCUPOBAHUS WM PaA3BUTUS TOKCHYHOCTHU, KOMOWHAIIUU
nOpyTHHNOA ¢ OEHJAMyCTUHOM W/WUJTU PUTYKCUMaOOM.

[Tanmentam ¢ BKJI B KadecTBe mEepBOTO 3Tara JICUEHUS PEKOMEHIAYETCS
Tepanus HUHTEpPEpOHOM 0, a 3aTeM Ha3HAYEHHUE aHajora NypuHa (KJIaIpuOuH).
Nutepdepon-a (Mutpon A, Podepon, Peadbepon) oObIUHO MpuUMEHSIETCS B TEUCHHUE
12-16 wen no Ha3zHaueHus aHajora mypuHa B go3e 3 muiH ME 3 pasa B Henenio
MOJIKOKHO. 3aTeM MPOBOJAT 1 KOpOTKHM Kypc KiaapuouHa B no3e 0,1 Mr/kr/cyt x 7
nueit uinu 0,14 Mr/kr/cyTt X 5 qHen.

[Ipy  ayTOMMMYHHBIX  OCJIOKHEHHUSAX  Ha3HAYalOT CUCTEMHBIE
rmokokoptukoctepousibl  (I'KC),  mpemapaThl ~ MOHOKJIOHAJIBHBIX  aHTUTEN
(putrykcumad, oOMHyTY3ymao).

Bcem  mammentam ¢ XJIJI pekoMeHayercss  IIpU OTCYTCTBHUU
NPOTUBOMOKA3aHUI  MPOBEJCHUE BaKIMHAIIMU. CE30HHAs  BaKIMHAIUSA A
npo(UIAKTUKY TpUIina (TOJIBKO IMOCIe BOCCTAHOBIEHUS YPOBHS B-mumdoruTos, T. €.
yepe3 9 Mec. mocie Tepanui MOHOKJIOHAIbHBIMY aHTuTenamu k CD20); nByxkpatHas
BaKIMHAIUSA TSI TPOPUIAKTUKN THEBMOKOKKOBOW HWH(EKIMH TPU OTCYTCTBUH
MIPOTUBONOKA3aHUM.

MuoxecTtBeHHass mueaoma (MM) — B-knerouHas 3J10KadueCTBEHHas
OIYyXOJIb CHUCTEMBI KPOBH, MOP(OIOTHUYECKUM CYOCTPATOM KOTOPOH SBISIOTCS
MJ1a3MaTUYECKUE KIETKH, MPOAYIIUPYIOININE MOHOKIOHATbHBI UMMYHOTJIOO yJIUH.

Onuoemuonoeus. 3adoneBaemocth MM coctaBiser mpubausutensHo 1 %
cCpear BCeX 3J0KaueCTBEHHBIX omyxoned u 1o 10—15 % Bcex omyxonen
KpPOBETBOPHOM W JUMQOUIHON TKaHel. 3a00JeBalOT MPEUMYIIECTBEHHO JIIOJIU
CTapIIei BO3paCTHOW IpyMIibl (CpeaHuid Bo3pacT —65-70 meT).

Knaccugpurxayusa mHOXKECTBEHHOW MHUEIOMBI MPOBOAMUTCS IO CTAAUSIM M IO
dakTopam pucka. PacnpocTpaneHHas cuctema cragupoBaHus 1o B.Durie wu
S.Salmon, npemioxkennas B 1975r. (ta6m.15), Oblia 3aMeHeHa Ha MEXITYHApPOIHYIO
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cucremy ctamupoBanus (International Staging System — ISS), mepecmoTpeHHyIO0 B
2014r.

Tabnuna 15
Craanu MHOKecTBeHHOI Mmuesombl (B.Durie, S.Salmon)
Cragusa Ipusnaxku Kierounasa macca,
10%2/m?
| COBOKYIIHOCTb CJIEYIOUIUX IPU3HAKOB: <0,6 (Hu3Kas)
1. Yposens remorno6una >100 r/n
2. HopmaibHbIi ypoBEHb KajlbIUsl CHIBOPOTKU
3. PenTrenosiornuecky HopMaibHasi CTPYKTypa KocTel
WM OJJMHOYHBIN Ovar MopaxeHus
4. Huzkuit ypoBeHb M-ipoTenHa:
a) IgG <50 r/m;
0) IgA <30 r/n
benoxk benc-Jl>xoHca <4 r/cyt
I ITokazarenu, He cooTBeTcTBYromMe HY I, Hu 11 cragusam 0,6—1,2 (cpennsis)
11 OnuH nnu 0oJiee U3 CIEIYIONINX TPU3HAKOB: >1,2 (BBICOKAS)

* YpoBeHb reMorioonHa <8,5 r/an

* YpoBeHb KaJIbLIMs CBIBOPOTKH MPEBBIIIAET
HOpMaJbHbIE 3HAYCHHUS

* MHO€eCTBEHHBIE ITOPAKEHUSI KOCTEN

(>3 IUTHYECKHUX 0YaroB)

* Beicokuii ypoBeHb M-1IpoTEnHAa:

o IgG >70 r/m;

o IgA >50 r/n

* benok benc-/[xonca >12 r/cyr

JIOTIOMHUTENbHBIM  MPU3HAKOM, OINPEIEISIONIMM  MOACTAINI0, SBISETCS
coCTOsIHUE (DYHKIIMH TTOYEK:

* A — HopMmanbHas (KpeaTHHUH CHIBOPOTKHU <170 MKMOJIB/T WK 2 T/111).

* B — cHmkeHHas (KpeaTHHUH CHIBOPOTKHU >170 MKMOJIB/T Wit 2 1/1101).

Knaccudukanus ISS ocHoBana Ha Ba)XHOM MPOTHOCTHMYECKOM 3HAYCHUU
coueTanus 2-MUKPOTI00yIMHA ¥ aIb0yMUHA CBIBOPOTKU KpoBH (Tadi. 16).

Tabnuua 16
MesxayHapoaHasi CMCTeMa CTAIHPOBAHUsI MHOKeCTBeHHO#i Mueombl (ISS)
Cragnsa IToxa3zaTenu Menuana ooueii
BBIKHBAEMOCTH, MeCSIIIbI
| 2-MHUKPOTIIOOYIUH CHIBOPOTKH <3,5 MI/1 62
AnpOymuH >3,5 r/nn
I 2-MUKpOTIOOYIUH CHIBOPOTKU <3,5 MI/i 44
AnbbymuH <3,5 r/an
WIN
2-MuKpornoOyauH cbIBOPOTKH 3,5—5,5 Mr/n
Il B2-mukpornobynuH >5,5 mr/n 29

B 2014 r. ISS 6bu1a nepecmotpena (revised ISS; R-ISS). Kpome nokazareneit
B2-mukpornoOynmuHa W adbOyMuHAa CBIBOPOTKHM R-ISS  yuuThiBaer Hammune
HeOIaronpusTHHIX XPOMOCOMHBIX aHoMaui u BBICOKUI YPOBEHb
nakrtataeruaporenassl (JII') (Tabmn. 17).
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Tabmauua 17
HoBasi Mojesib cTpaTH(PUKAIMOHHOT0 PHCKA MHOKeCTBeHHOI Mueaombl (R-1SS)

IIpornoctuyeckuii pakrop Kpurtepun

JLAT

Hopma JIAT" cBIBOPOTKM HUXKE BEPXHEW IPAHULBI HOPMAIBHOIO YPOBHS

Beicokuii ypoBeHb JIAT" cbIBOPOTKH BBbIIIE BEPXHEN I'PAHULBI HOPMAIBLHOI'O YPOBHS

IlnTorenernyeckune

anomajuu no FISH

Bricokuii puck Hanwaue del 17p u/vnm tpancnokanun t(4;14) u/vnm t(14;16)

CrangapTHbII PUCK OTCyTCTBHE IUTOT€HETUYECKUX AHOMAJIMH BBICOKOTO PHUCKA

Craauu R-1SS

I ISS-cranus I, nuroreHeTnyeckne aHOMaIMK CTAHJAPTHOTO PHCKa 110
FISH u nHopmanshsiii yposens JIJIT

1 Kpurepun ue coorBerctBytoT I min I1I ctagusm R-1SS

] ISS cramus 111 n/unm nuToreHeTHYECKNe aHOMAIMK BBICOKOTO PHCKa
no FISH wnn Beicokuii yposens JIJIT"

Kaunuveckans kaptuHa MM onpenensercs HHPUIbTpaAIMed KOCTHOTO
MO3ra IJIa3MaTUYECKUMH KIIETKAMH U OPTaHHBIMH MOBPEXICHUSIMH. JJTUTENHHOCTD
3a0051eBaHus 710 MOSABIICHUS MEPBBIX KIMHUYECKUX CUMIITOMOB MOYKET COCTABIISITH OT
HECKOJILKUX MECSIIEB 10 2—3 JIET.

OcmeodecmpyKmueublil CUHOPOM XapPaAKTEPHU3YETCS BBIPAXKEHHBIMU OOJISIMHU B
KocTsx (occanrusiMu). JlecTpykTuBHBIE Tporiecchl mpu MM pa3BUBalOTCA B MEPBYIO
ouepe/ib B IJIOCKUX KOCTAX M MO3BOHOYHHKE, HHOTJA — B IPOKCHUMAJIBHBIX OTAENax
TpyO4aThIX KOCTEH (mie4yo, Oeapo); AMCTAIbHBIE OTIAEIbl KOHEYHOCTEM M KOCTH
JUIEBOTO dYeperna mopaxarorcs pexe. DopMHUpOBaHUE OCTCOTUTHUYECKUX OYaroB
00yCJIOBIIEHO BBIPAOOTKON MHEIOMHBIMHU KIIETKAMH OCTEOKJIACTCTUMYJIUPYIOIIETO
dakropa. B HawanbHON cTaauu 60JIM MOTYT OBITh HEMOCTOSIHHBIMH, 3aT€M HOCST
OYEHb MHTEHCHUBHBIN xapakTep. YacTbl KOMIIPECCUOHHBIE MEPEIOMBI I03BOHOYHHKA,
nepesioMbl pedep u OeAPEHHBIX KOCTEH.

Cunopom  nOBbIUWEHHOU  8A3KOCMU  (2UNEPBUCKO3HbILU)  O0YCIIOBIICH
TUNEPIPOIYKIIUEN IIa3MAaTUYECKUMU KJIETKAMU MMaparnpoOTEUNHOB — MATOJIOTHYECKUX
MMMYHOTJI00 Y TUHOB WA Oenka benc-/lxoHca. XapakTepu3yercst
HEBpPOJIOTUYECKUMU CHUMITOMaMH, HApPYIIEHUEM 3pEHUS, KPOBOTOYMBOCTHIO
CIM3UCTBIX O0O0JIOUEK, TeMOppParu4ecKod pETUHONATUEH, pACUIMPEHUEM BEH
CeTYaTKH, HapyLICHUSIMU nepudepuIecKoro KpOBOTOKA. Hapymenus
MUKPOLIMPKYJISIMUA B COCYJaX TOJOBHOTO MO3ra MOTYT CIYXUTb MPUYUHON
MapanpoTeUHEMUYECKON KOMBI.

T'emoppacuyeckuii cunopom B BHJIE HOCOBBIX, JECHEBBIX, KEIyIO0YHO-
KHUIIIEYHBIX U JPYTUX KPOBOTECUEHUM BCTPEYAETCS HEUACTO U OOYCIOBJIEH TJIaBHBIM
o0pa3oM BBICOKOW THUNEPHPOTEHMHEMUEW U pa3BUBaOlleiics Ha (QoHe ee
TPOMOOLIMTONATHEH.
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l'unepkanvyuemus TPOSABIAETCS TOIIHOTOM, PBOTOM, COHJIMBOCTBIO, MOTEpE
OpHUEHTAITUH, HAPYIIICHUSIMHU TICUXUKH.

llopasicenue nouex npu MHOMCECMEEHHOU Mueiome TMPOUCXOAUT BCIEICTBHUE
MPEUMYIIIECTBEHHOTO TOBPEXKACHUS CTPYKTYp He(ppoHa MOHOKJIOHAIbHBIMU
nerkumu 1ensimu. Hambonee yacto pazBuBaercs muenomHas Hedponatus (33-57%
OT BCEX NPUYMH TMOYEHYHOW HENOCTAaTOYHOCTH), pexke AL-amunmouno3 (21%) u
00JIE3Hb OTJIOKEHMS JIETKUX 1emnen (22%).

MuenomHass HepomaTtuss — OCHOBHasg MpPUYMHA OCTPOTO IOYEYHOTO
MOBPEXKACHUS TP MHOKECTBEHHOM muenome. MuenomHas HedponaTust (LMIHHAP-
HedponaTus, cast-nephropathy) — mopdosorndyeckuii BapuaHT MOPAXKCHHS MOYECK
npu MM, xapakTtepusymomuiicss o0pazoBaHueM OEIKOBBIX IWIMHAPOB B JUCTAIBHOM
OTJeJIe KaHaJbIIEB, PA3BUTUEM TYOYJIOUHTEPCTULIMATIBHOTO BocTaieHus U pubposa.

Kpurepun muenoMHol HedpomaTuu:

* kpeatuHuH >177 mxmounb/1 uiau CK® <40 mn/muH;

* BBICOKH YPOBEHBb CEKPEIMH JIETKUX IeNe NMMYHOTJI00YJIUHOB CHIBOPOTKHU
(6omnee 500 mr/mn);

* IpU UMMYHO3JIEKTpodope3e Mouu npeodaagaeT 6enok benc-/xoHca.

[ToBpexaeHrne MouYeKk YCUIMBAETCS MPU BO3JAEHCTBUM TaKuX (aKTOPOB Kak
TUICPKAIBIIMEMUs, JACTHIpaTAIVs, IPUMCHCHHEC aMHUHOTJIIMKO3UI0B, HECTCPOUTHBIX
NpOTUBOBOCTIANMTENbHBIX — TipemapatoB  (HIIBC), BHYTpUBEHHOM  BBEICHUH
KOHTPACTHBIX BEIIECTB.

VY nmanueHToB co cTabMIbHON (DYHKIMEH OYeK CTaJuI0 XPOHUYECKON 00JIe3HU
nouek (XBII) ompenenstoT Ha OCHOBaHMU CKOPOCTH KIIYOOUKOBOW (QUIBTpallUu,
omnpeaensiemoit mo popmyiaam MDRD umu CKD-EPI (ta6:. 18).

Taomuma 18
Kaaccupukanusi xponnuyeckoii 60J1e3uu noyexk no CK®
Cranust XapakTepucTuKa CK® ma/mun/1,73 m?
1 [Topaxenue nouek ¢ HopmanbHoi CKD >90
wiy nosbilieHHOM CK®

2 MunumanbHoe cHuxenue CKO 60-89

3 YMmepenHnoe camxenue CKO 30-59

4 Bripaxennoe camxkenne CKO 15-29

5 [Toyeynas HEIOCTATOYHOCTh <15 unm nuanus

JlabopamopHo-uncmpymenmaivhble OudeHOCMUu4ecKue UCCied08anus

* pPa3BEPHYTHIN KIIMHUYECKUN aHAIU3 KPOBH;

* 00mWii (KIIMHUYECKUI ) aHATTN3 MOYH;

= OIpeJeIeHNE KOJIMYecTBa Oelika B CyTOUYHOM MOYE;

* OMOXMMHUYECKHMH aHanmu3 KpoBu (mportemHorpamma, JIJI', modeBuHa,
KkpeatunuH, ommpyouH, AcT, AnT, menounas dhocdarasza, KanbIwii, Kauii);

= KOaryJjaorpaMma;

= onpenaeneHue knupeHca kpeatnauia 1 CK®;

= OIpeJeieHUe B2-MUKPOTIIO0YINHA;
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= 351ekTpodope3 OEKOB CHIBOPOTKH KPOBU U CYTOYHOU MOYM (TPHUIIOKEHUE,
puc. 15);

* IUTOJIOTUYECKOE UCCIIEJOBAaHNE KOCTHOTO MO3Ta (MHEJIOTrpaMMa);

"[IUTOTCHETHYECKOE UCCIEAOBAHNE KOCTHOTO MO3Ta JIsl BBISBJICHHUS HamOosee
MPOTHOCTHYECKH BKHBIX ITUTOTEHETHICCKUX aHOMAITHH;

» KT Bcex oTaenoB mMO3BOHOYHHKA, TPYIHON KJIETKH, Ta3a M peHTreHoradus
geperna B 2-X TMPOCKIHMSIX IS YTOYHCHHS] HAJIMYUS MW PaCHpOCTPAaHCHHOCTH
MOPaKEHUsT KOCTEH, BBISIBICHHUS KOCTHBIX W J3KCTPAMEAYJUISPHBIX IJIA3MOIIUTOM C
OTIpe/IeICHUEM HX Pa3MepOB,

* MarHuTHoO-pe3oHaHcHas Tomorpadus (MPT) Bcex OTae/IOB MO3BOHOYHHKA
M Ta3a NpHU TOJO3PEHUHM Ha KOMIIPECCHIO CIMHHOTO Mo3ra (I BU3yalu3alluu
000JI0YeK CITIMHHOTO MO3Ta)

Huaenocmuxa MM ocHosana na Hanuyuu mpex Kpumepues:

1) BoisBrieHue B KOCTHOM Mo3re >10% mia3MaTHYecKuX KJIETOK WIIH HaJTHYNe
KOCTHOW/3KCTpaMeTyJUIIPHOM TIa3MOIIMTOMBI, TTOATBEPKIACHHOM OUOTICUCH;

2) MOHOKJIOHAJIBHBIN MPOTEHH B CHIBOPOTKE KpoBH >30 /i u/unu >500 mr B
CyTOUHOM aHanm3e moun (Oenok bewnc-IxoHca);

3) HaJMYUEe OJHOTO WM HECKOJbKMX CHMIITOMOB IOBPEXICHHS OpPraHOB,
obycnopieHHsIx MM (CRAB-cunapom).

JUIs HEeCeKpeTUPYIOIIeH MUEIOMBI XapaKTePHO BBISBICHUE B ITyHKTATE
KOCTHOTO Mo3ra >10 % Tu1a3MOIMTOB, a TaKXKe MPU3HAKOB OPraHHBIX MOBPEKIECHUN
(CRAB-cunapom):

a) Hyper-Calcemia (rumepkanbliueMusi): YPOBEHb KaJlbIHS B CBHIBOPOTKE
KpoBH (>2,75 MMoOIb/11);

0) Renal failure (aucdynkuus modex): ypoBeHb KpEaTHHHMHA B CHIBOPOTKE
kpoBu (>177 mmons/it), CK® <40 mu/muH;

B) Anemia (anemus1): HOPMOXPOMHAsE HOPMOIMTAPHAs, YPOBEHb T'€MOTIOOMHA
<100 r/m;

r) Bone Lytic Lesions (oCTeOMUTHYECKHE OdYard), B TOM YHCIE
MOJITBEPKACHHBIC MPU PEHTreHOTpaduu KOCTEH, KOMIBIOTEPHOW ToMorpaduu WUiu
[I2T/KT (npunoxenue, puc.16).

MOHOKJIOHATBHBIA TPOTEUH HE OMPEIENSIeTCS] HA B CBIBOPOTKE KPOBH, HHU B
MOYe, YTO MOATBEPKIAAIOT PE3YIHTATHl UMMYHO(DUKCAIIHH.

Llenp nevyenus MM — komIieHCaLMs OMYX0JIEBOTO MPOILIECCa.

TakTuka BemeHHs] TAIMEHTOB MOJOXE 65 JeT W MOXWIBIX TMaleHTOB
ommuyaerca. JUIsi  JedeHus «IEepBUYHBIX» MAUUEHTOB MOJOXE 65 Jer cC
MHOXECTBEHHON MUEIOMOU 0€3 COMyTCTBYIOIIECH MaTOJIOTMU B MPOrpaMMy JICUCHUS
BKJIIOYAIOT BbICOKOAO3HYIO0 xumuorepanuio (BJAXT) ¢ Ttpancmianranueit ayro-
TI'CK. Ilepen ayto-TI'CK B kauecTBe MHAYKIIMOHHOM Tepanuu HE PEKOMEHIYETCs
NPUMEHATH  CXEMbI, BKJIIOYapOIue  MeidanaH  (aJlkepaH) B CBI3H  C
MHUEJIOCYIPECCUBHBIM 3(PhEeKTOM.

[Tarmentam ctapiie 65 JeT WM MOJOJBIM JTUIAM C KIIMHUYSCKA 3HAYUMBIMHU
COITYTCTBYIOIITUMHU 3a001eBaHUSIMU PEKOMEHIOBAHO MIPOBEICHUE
nonmuxumuotrepanuu  (ITXT) Ha oOcCHOBe HOBBIX JIEKAPCTBEHHBIX MPEMApPaTOB
TapreTHOro AEUCTBUS.
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B mHacrosmiee BpemMs B IIEpBOM JMHUM TEPANUHU MHOKECTBEHHOM MMHEIOMBI
UCIOJB3YIOTCSL TpermapaThl M3 TPYIIBl HHTHOUTOPOB mpoTeocoMm (Oopre3omMuo,
kappuisoMud, ukcazomu0). BopTe3oMuO KOMOMHHpYeETCS C JeKCaMeTa30HOM WIIM
npeaHu30I0HoM, IukiIodochamunom, Mmendamanom (kypeet VD, CVD, VMP).
[loxunpiM TAlMEHTaM PEKOMEHIYETCS TMPOBEACHUE Tepalnuu KOMOWHAIMEH
OoenmamyctuHa u npeanusonoHa (BP). [laumentam crapme 75 gjer ¢
HEYJIOBJICTBOPUTEIHHBIM  (DU3UYECKUM COCTOSIHHEM, TSIKEIOM COIMYyTCTBYIOIIECH
MaToJIOTUEN PEKOMEHAYETCs JIeUeHHe KOMOUHamel Memndaliana ¢ MpeHU30JI0HOM
(pexum MP).

Bo BTOpO#l AUMHWK Tepanuu Ha3HAYAETCS UMMYHOMOAYJATOpPHAs Tepamus -
CXEMbI C BKJIIOYCHHEM JieHamuaoMuaa (pepnumu), nomaauaomuaa (kypesl RD/Rd,
RCD, MPR, VRD). B Il qunuu tepanuu 3¢ ¢exkTuBHO q00aBICHHE JapaTymyMada
(mapazanekc) - antTu-CD38 MOHOKJIOHAJILHOTO aHTHUTEJNIa B BUJIE MOHOTEPAIUU WM B
KOMOMHAIMKU ¢ 60pTe30MUb-coepkauumMu pesxxumamu XT.

[TariueHTaM C BBIPOKEGHHBIM OOJIEBBIM CHHAPOMOM, TIPU KOMIIPECCUHU
CIIMHHOTO MO3ra W/WJW HaJW4YUU MSTKOTKaHBIX 00pa3oBaHUN (IJIA3MOIIUTOMBI)
pPEKOMEHAYyeTCsl TMPUMEHEHUE JIy4eBOM Tepanuu ¢ NaUIMaTUBHOM 1enbro. Jlis
JeYeHuss WH(EKIMOHHBIX  OCJOXXKHEHUW  HUCIONB3YIOTCS  aHTHOAKTEepUaIbHbIE
npenapaThl 6€3 HEYPOTOKCUYHOTO NeUCTBUS; OuchochoHaTh (1 IPEeaYIPEKACHUS
OCTEOJICCTPYKIIMN M YIYYIICHHUS perapaiuu KocTel); ceaHchl masmadepesa (mpu
CHHIpPOME  TIOBBIIIIEHHONW  BS3KOCTH); TMpPU  MHEJIOMHOM  Hedpomatum  —
IPOTUBOA30TEMHUECKHE TIpenapaThl, SHTEPOCOPOCHTHI, APHUTPOIOATUHBI; TIPH
tepmuHanbHOU XIIH — remoguanus.

TecTOBBIC 3aJaHUSA

1. K OCHOBHBIM KPUTEPHUSAM AUATHOCTUKU OCTPOTO JICHKO3a OTHOCSTCS
1) AHemus ¥ JICHKOIIUTO3 B KPOBH;
2) biiacto3 B KpOBH U KOCTHOM MO3T€;
3) AHemus u 6J1aCTO3 B KPOBH;
4) TpomOOUHUTOIIEHUS U 0JIACTO3 B KOCTHOM MO3Te.

2. Yto ABnsAETCS KPUTEPUEM IOJHOW KIMHUKO-TEMATOJIOTHYECKOW PEMHUCCUU IIPU
OCTpOM JielKo3€e?

1) konmryecTBO OJIACTOB B CTEPHAIBLHOM ITYHKTaTe MeHee 5%;

2) KOJIM4YecTBO OJIACTOB B CTEPHAILHOM ITyHKTaTe MeHee 2%,

3) konruecTBO 01acTOB B KpOBH He Oozee 5%;

4) xosm4yecTBO 0JIaCTOB B KpOBU MeHee 2%.

3. Eciu y OOIbHOTO HMEITCS aHEMHUs, TPOMOOUUTONEHHs, OJacTo3 B
neprudepuIecKoi KpoBH, TO CIEAYET TyMaTh:

1) 00 spurpemun;

2; 00 amIacTUYECKOM aHEMHU,

3) 06 ocTpom neitko3e;

4) o B12-neduuuTtHOi aHeMuu.

4. JIns Kakoro BapHaHTa OCTPOro JIeWKO3a XapaKTepHO paHHEEe BO3HHWKHOBEHHE

TSXKEJIOr0 TEMOPPAru4ecKoro cuHapoma?
l; OCTpBIN TUM(OOIIACTHBIH JIEHKO3;

2) OCTpBbIil MPOMHUENOLUTAPHBIN JIEHKO3;

3) ocTpblil MOHOOIACTHBIN JEHKO3;
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4) 3puUTPOMHEINO3.

5. B kxakoii cTaauu oCTpOro JelKo3a MPUMEHSIETCs IUTOCTaTHYecKas Tepanus B asze
KOHCOJIMIaUn?

1) peunus;

2) pemuccus;

3) pa3BepHyTas CTaIus;

4) TepMUHANIbHAS.

6. B kakux opraHax MOTYT MOSBISITHCA JIEUKO3HbIE WHOWIBTPATHl MPU OCTPOM
nenkose?

1) mumdoy3sr;

2) cene3eHKa;

3) Bce MepeymnciIeHHoe;

4) neueHs,

5) MUHAATUHBIL.

7. HexkpoTrueckasi SJHTEpONaTUs XapaKTepHa IS
1) IMMYHHOTO arpa”yJIOLMTO3a;

2§ nuMQorpaHylieMaTo3a;

3) apuTpemMun

4) MUTOCTaTUYECKOU OOJIC3HH.

8. Kakue npoTuBorpuOKoBbIe IpenapaThl UCTIOIb3YIOTCS MPU aCTIEPTUILIC3E JETKUX?
1) ampoTepunun B;

2) HUCTATHH;

3) UHTPAaKOHA30J1, BOPUKAHO30J;

4) ¢ykanazoJr, MUKO(ITFOKaH

9. Ucxon sputpemun:

lg XpOHUYECKHUH TUM(]OIIEHKO3;
2) BTOpUYHBIN MUETO(HUOPO3;
3§ arpaHyJIOIUTO3;

4) HUYEro u3 MePEUUCICHHOTO.

10. DpuTpeMHUIO OTINYAET OT IPUTPOITUTO3OB:
13 HaJU4Yre TPOMOOIIUTOTICHUH;

2) IOHM)KEHHOE COJICPKAHUE 3PUTPOIIOITUHA B KPOBH;
3) yBenu4ueHue abCcoMOTHOTO Yucia 6a30(uios.

11. XpoHHUueCcKHuil MUEIIOJIEHUKO3:

1) Bo3HUKaAET y OOJILHBIX C OCTPbIM MHENIO00IaCTHBIM HeﬁKO3OM;
2) OTHOCHUTCSA K MI/ICJ'IOHpOJ'II/I(bCpaTI/IBHBIM 38.6OJ'IGBaHI/I$IM;

3 XapaKTCpU3yeTcs HaHHHTOHCHHCﬁ.

12. Gunaaenbduiickas XpoMocoma:

1) HaTOrHOMOHHWYHBIN IMPHU3HAK XPOHUYCCKOI'O Mnenoneﬁxma;
23 ONpCACIIICTCS TOJIBKO B KJICTKAX I'PaHYJIOOUTAPHOT'O pAda;

3) xapakTepHa JijIs BCeX MUEIONPOTpEepaTHBHBIX 3a00I€BaHU.

13. UTto HE OTHOCHUTCS K MUEIOMPOIUGEepaTUBHBIM CUMITOMAaM?
1) KOKHBIH 3y, YCHIUBAFOLIHICS TIOCIIE BOJHBIX MPOLIEAYP;
2) CIIECHOMET AN
3) pa3BUTHE MOYEKHUCIIOTO JIHATE3a;
4) yeenuueHue TUMGPaTHISCKUX y3JI0B.

14. OcHOBHOM KIIMHUYECKUM CUHAPOM, HAOII0/IaeMbIi IPU SPUTPEMUU:
1) reMopparuyuecKuii;

2) TUIETOPUYECKUH;

3) occaNruYeCcKHii;

4) aHeMUYeCKHil.
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15. Kakue npenapatsl UCIIOJIB3YIOTCS AJIS JICUEHHS SPUTPEMUU ?
1) aHTUKOAryJISHTHI;

2; aHTaIlU/]Ibl;

3) aHTHArperaHThl;

4) GpuOPUHOIUTHKY.

16. Kakoe 3a0oneBaHMe HE MOXET NPHUBECTH K Pa3BUTHUIO BTOPUYHOTO
3puTponurosa’?

1§)X bJI,

2) MOPOK cepaua;

3) OpoHXHaNbHAS ACTMA;

4) UBC.

17. Kakne npemnaparbel HCIOJIB3YIOTCA B KA4YCCTBC TCpaAIllnn 1 nuHUM Impu

XpPOHUYECKOM MHUEIIONENKO3€e?
1) mmuemocan;

2) I'mppoxcukapOamu (ruapea);
3) UHrUOUTOPHI TUPO3ZUHKUHA3BI,
4) uarepPepoHsI.

18. Ilpu kakoM 3a0oJieBAaHWM HE TPOBOJMTCS TPAHCIUIAHTAIUS KJIETOK KOCTHOTO
mo3ra?

1) ocTpslii neitko3;

2) XpOHUYECKUN MHUEIIOJICHKO3;

3) sputpemus;

4) MHO>KECTBEHHAsl MUEJIOMa.

19. B xITMHUYECKOW KapTHHE XPOHUYECKOTO JTUMQOJICHK03a TOMUHUPYET:
1) numdboaneHonatus;

2) renaToCIIeHOMET AN,

3) reMopparu4ecKuii CUHIPOM.

20. O6Hapyxenue TeHel borknHa-I"'ymmpexTa CBUIETEILCTBYET O
1) octpowm Jeiiko3se;

2) XpoHHYecKoM JuMpoIeitkose;

3) XpOHHYECKOM MHEIIOJICHKO3¢E;

21. benok benc-JI)xoHca MOXKET OBITh BBISIBJICH TIPH:
1) amunouo3e;

2) MHOYKECTBEHHOH MUEJIOME;

3) XpOHHYECKOM JICHKO3¢E;

4) peBMaTOUTHOM apTpHUTE.

22. XPOHUYECKHNH JINMM®OJIEUKO3:
1; caMblif pacTIpoCTpaHEHHbIN BUJ] reM0o01acTo3a;
2) XapaKkTepHu3yeTcsl OTHOCUTEIBHO JOOPOKaYECTBEHHBIM TEUCHUEM;
3) BO3HMKaeT B CTaplieM U TOXWJIOM BO3pacTe, BO MHOTHUX cCilydasx He TpeoOyer
LIUTOCTaTUYECKOM TEPAIHH.

23. Jlna xakoir popMbl XpOHHUECKOTO JUMQOJICHKO3a XapaKTePHO 3HAYUTEIHLHOE
yBeJIMUYCeHNE TUM(PATUIECKUX Y3JI0B IPH HEBBICOKOM JICHKOITUTO3E?

1) crIeHOMerann4ecKkoi;

2) KIacCUYECKOI;

3) 106poKaYeCTBEHHOM;

4) KOCTHOMO3TOBOW;

5) omyxoJeBo.

24. Kakue OCJ0KHEHUS XapaKTEPHBI I XPOHUYECKOTO JuMoneiniko3a?
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1) TpomOoTHYECKHE;
2) nHEKIHMOHHbIE U ayTOMMMYHHBIE;
3) KpPOBOTEUECHHUSI.

25. Ecnin y GonbHOro cyTtouHasi mpotewHypusi Ooniee 3,5r, Oenok benc-JlxoHca,

THINICPIPOTCUHEMHUA, TO CIACAYCT AYyMATh O:
1; HE(PPOTUYECKOM CUHAPOME;

2) MHOXXECTBEHHOU MUEIIOME;

3) makporioOynuHemuu BanbaeHcrpema.

26. CuHZpPOM  TOBBIIIEHHONM  BSI3KOCTU MNpPU  MHOXXECTBEHHOM  MHEIOME

XapaKkTepU3yeTcs:

1) KPOBOTOUYHMBOCTBIO CIU3UCTBIX 000JI0YEK;
2) IpOTEeUHYpHUEH;

3) nucaunuaeMuei.

27. I'unepkaabuueMHusi IPU MHOKECTBEHHON MUETIOME!

1) cBsi3aHa C MHETIOMHBIM OCTEOJIH30M;

2) yMEHbIIIAaeTCs PU a30TEMHH;

3) He oKa3bIBaeT MOBPEXKIAIOIIETO JEHCTBUS Ha TyOYIpHBIN anmapar MoYKH.

28. Eciiu y 6051bHOTO MIMeeTcsl yBenuYeHUe JTUM(OY310B U CelIe3eHKH, JICUKOIIMTO3 C
J'II/IM(i)OIII/ITO?)OM, TO CJICAYCT AyMaTh O:

1) mumdorpanyinemaTose;

2) octpoM JTuM(}OOIACTHOM JIEHKO3E;

3) XpOHUYECKOM MM (OIIEHKO3E;

4) XpOHUYECKOM MUENO0JIEHKO3e.

29. K mpenaparam mepBOil JTMHUH TEPAMi MHOKECTBEHHOW MHUEIOMBI (MHTHOUTOPHI TPOTEOCOM)
HE OTHOCHUTCS:

1) kapdmizomuo;

2) 6opre3omMuo;

3) JIeHaTUIOMUL,

4) nkcazoMuoO.

30. Kakrie MeTo/1pl JIeYeHHUs UCTIOJIBL3YIOTCSI IPU MHOYKECTBEHHOM MHUesioMe?
1) xumHroTEpanus;

2) nmyueBasi Teparus;

3) ceaHchl TUTazMadepesa u/uim reMoIanms3a,

4§ ayro-TI'CK;

5) Bce nepevrcICHHBIC

OTBeTHI K TECTOBBIM 3aJJaHUSAM

01-2 02-1 03-3 04-2 05-3
06-3 07-4 08-3 09-2 10-2
11-2 12-1 13-4 14-2 15-3
16-4 17-3 18-3 19-1 20-2
21-2 22-3 23-5 24-2 25-2
26-1 27-1 28-3 29-3 30-5

CuTryanuoHHbIE 331241
3amaua Nel.
bonpHoit 18 mer, moctynun ¢ kamobamu Ha OOMM B ropje MPHU TIOTaHWUH,
MOBBIIIEHUE TeMIepatypsl Tena 10 cyodedpunbHbix 1uudp, o03H00. Ilocne
MepeoxXJIXKACHUsT 5 AHEH Hazaja MOSBWINCH OOJMU B TOpJie MpPU TJIOTAHUM, SIBJICHUS
MHTOKCUKalMKU. AHTHOaKTepualibHas Tepanus — 0e3 agdexra. ['ocnutannu3upoBaH.
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IIpu mocrymienun: OO1iee COCTOsSIHUE CpeAHEN cTeneHu TshkecTh. KoxHbie
MOKPOBbl M BHUAMMBIE CIU3UCTBIE 000J0ukM Oseqnbie. Ha koke TysnoBuILA,
CIIM3UCTOM 000JIOUKE pTa M MATKOTr0 HeOa TOYEUHBbIE FreMOpPparuuecKue BhICHIIAHUS,
Ha MUHJQIMHAX  Hekporuyeckue  Hanerbl. llleiiHple W MOOYENIOCTHBIE
muMmpatryeckue y3isl 2,0—2,5 cM B uaMeTpe, He CHasiHbl C OKPYKAIOIUMH TKaHIMHU
U KOXeH, OOJIe3HEHHbIE MPU Nalblallii. B JNerkux IbIxaHue >KeCTKOe, XpUIIOB HET.
YCC 90 B munytry. AJl 110/60 mm. pt. ct. ToHBI cepAlla NPUIIYUIEHBI, PUTM
npaBwibHbIA. IledyeHbp BhICTyMmaeTr wu3-moJ Kpas peOepHOM ayrm Ha 2cM, OpH
najbHanuu IJI0THas, ManoOone3HeHHasd. Cene3eHka mnanenupyerca Kpad B
NOJIO)KEHUH Ha MPaBOM OOKY, JUITMHHUK — 12¢M, ONepeyHuK — 6CM.

Ananus kposu: Hb 100 r/n, »p. 3,5 x 10'%/n, userosoii mokazarens 0,96,
neiik. 229,8x10%n, n. 1%, c/a 1%, mamd. 30%, 6aacTHble KneTku 68%, TPOMOOLUTHI
80,0x10%m, COD 60 mm/u.

Bomnpocsr
1. Chopmynupyiite npeaBapuTENbHBINA JUATHO3.
2. YKaxuTe KpUTEPUU AUArHOCTUKHU 3a00J1€BaHU.
3. Kakoii BapuaHT 3a00J1€BaHMsI MOKHO MPEIOJIIOKUTh Y JAHHOTO HalueHTa?
4. Omnpenenute TAKTUKY JIeYeHUsI OOJIBHOTO.

3amaua Ne2.

bonbHOM 56 ner, mocTynui ¢ xanobdamMu Ha OOJU M KPOBOTOYMBOCTBH JIECEH,
JTUXOPaJKy, CyXoW Kaimenb, CcJaab0CTh, TOJOBOKPYKEHHE, OJBIIIKY IpHU
HE3HAYUTENbHOW (u3nUecko Harpyske. B TedeHwme Mecsiia 10 MOCTYIUJICHUS
oTMeuas HeJIOMOTraHue, OBICTPYIO YTOMJISIEMOCTh. 1,5 HeAenu Ha3a MOSIBIIINCH 00U
M KPOBOTOYHMBOCTh J€CEH, IOBBbILEHME Temmeparypsl g0 38,5 — 39 °C, 03H06.
OO6patuncs k Bpauy. ['ocnuranusuposas.

IIpu moctymiaennu: OO6mee cocTossHUEe cpeHer cTeneHr. KojkHble MOKPOBBI
OnenHbIe, OTEKOB HeT. Ha koxe TynoBHIla, HIKHUX KOHEUHOCTEH reMopparnieckue
BBICBHIIIAHUATIETEXUATFHOTO  THINA,  MHUHAAIMHBI ~ HE  yBenuueHbl.  JlecHa
TUMEpIUIa3upoBanbl, KpoBorodar. [lepudepuyeckne mumdatudeckue y3iabl HE
yBenuueHbl. B nerkux asixanue xectkoe, xpunoB Her. HCC 100 B munyty. A/l
150/90 mMm. pr. ct. TOHBI cepala MPUTITYIICHBI, PUTM TpaBWIbHBINA. [leueHnb He
nanenupyercs. Cene3eHka He mnanbnupyercs. [lokomaunBaHue MO TMOSCHUYHOM
obnactu 6e300J1e3HEHHO C 00€MX CTOPOH.

Ananuz kposu: Hb 78 r/m, ap. 2,5 x 10%%/n, neiik. 29,0 x 10%n, n/a 5%, c/a
30%, mumd. 10%, 6nactHble K1eTku 55%, TpombormTsl 40,0 x10%1, COD 40 MMm/4.

Bomnpocsr
1. Chopmynupyiite npeaBapuUTEIbHBINA TUATHO3.
2. Tlepeuncnure MeTombl oOcae0BaHMS 3a00ICBAHMS.
3. Kaxkoii BapuaHT 3a00J1€BaHMsI MOYKHO TIPE/ITOJIOKUTh Yy JAHHOTO TaIueHTa?
4. Onpenenute TaKTUKY JIEUEHUs] OOJIBLHOTO.

3agaua Ne3
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bonpnoit H., 52 ner, moctynun ¢ kalobaMu Ha TOJIOBHYIO 0O0Jib,
TOJIOBOKPYKEHHUE, OIIYUIEHHUE «IPWIMBOB» K JHIYy, KPOBOTOYHMBOCTH JIECEH,
pUCTyooOpa3Hbie 00N B KOHYMKAxX MajbLEB PyK U HOT. J[Ba-Tpu roga Haszaja cran
OTMEYaTh MOBBIIICHHYIO YTOMIISIEMOCTb, CHI)KEHHE pa0OTOCIIOCOOHOCTH, TSKECTh B
roJIOBE, CHI)KEHHE OCTPOTHI 3peHus U ciyxa. [loBeicuiock aprepuanbHOE J1aBlICHHUE
1o 180/105mm.pT.ct. CoCTOSIHME 3HAUUTENBHO YXYIUIMIOCH 3a MOCJEIHUE IIECTb
MECSALIEB: MOSBUIIUCH FOJIOBHBIE 00JIH, KOKHBIN 3Yy]l, YCUIMBAIOLIUNCS TOCIE BOJHBIX
npouenyp. O6patuiics K Bpauy.

O0bexTnBHO: OOIIEE COCTOSHME CpeJHEH cTeneHu TsxecTu. KoxHbie
NOKPOBBl C KpPAacCHO-IIMAHOTUYHBIM OTTEKOM, OCOOEHHO BBIPAKEHbl HA JIUMLE U
nagoHax. KoHuumku manplieB pyk U CTON HUAHOTUYHBL. CKIEpbl UHBEIMPOBAHBI.
BoisiBnisercs cumntom Kymepmana (nuaHo3 msrkoro Heba u OnefgHasi OKpacka
TBepaoro Heba). [lepudepuueckue numdparuyeckue y3ibl HE yYBeTUYeHbl. B serkux
JbIXaHUE BE3UKYJSIpHOE, XpUNoB HeT. [lynbc pUTMHUUHBIN, C1ab0Or0 HANOJHEHUS U
HanpsbkeHus. ToHbl cepaua rayxue, putM npasuibHbiil. YCC 60 ya. B mun. AJl 170
u 100 mm prt. cr. Iledenp y kpast peOepHOIl Iyru, ceje3eHKa BBICTYNAET W3
noapeOephbs Ha 2¢M, TUIOTHAsI, 0€300JIe3HEHHAS.

Anamus kposu: Hb 200r/n, osp. 6,5x10'%/n, rematokpur 65%, neiik.
10,0x10%n, 6. 2%, 3.6 %, n/a 7%, c/a 60%, mumd. 21%, MoH. 4%, TPOMOOLUTHI
500,0x10%n, COD —1 Mm/u.

Bompocsl
[TocTaBbTe IpeABAPUTENBHBIN AUATHO3.
Kakue knmuHudeckre CHHIPOMBI UMEIOTCS Y TMAllMeHTa U YeM OHU 00YCIIOBIIEHBI?
3. Kakue obGcnenoBanus HEOOXOAMMO Ha3HAUYUTH OOJILHOMY IS TOATBEPKICHUS
nuargosa’?
4. Omnpenenute TaKTUKY JICUCHUS.

N =

3apaua Ne4

bonpnas T., 36 net, mocTymuia ¢ >kajgo0aMu Ha OBICTPYIO YTOMIISIEMOCTD,
HEJIOMOTaHHE, TSHKECTh B JIEBOM IMOApeOephe, 0COOCHHO MOCTIE eIbl.

1 Mecs1 Ha3aa MpU TUCIIAHCEPHOM OOCIIEIOBAHWU B KPOBH ObLT OOHApy>KEH
JIEHKOIUTO3 C HEUTPOPMIBHBIM CABUTOM BJIEBO. SIBIECHUS MHTOKCHKAIIUU U TSHKECTh
B JIEBOM ToJIpebepbe ycunuBatorcsa. OOpaTuiiach K Bpady.

[Ipu noctymnennu: OOmee cocTosiHUE cpenHel creneHn. KoXHble TOKPOBBI
OOBIYHOM OKpacku, nepudepudeckrue TUMGOy3Ibl HE MATBIUPYIOTCS, 0TeKOB HeT. Co
CTOpPOHBI ~ OpPraHOB TpyAHOW KJIeTKHM ©Oe3 ocoOeHHocter. Ilampmupyercs
0e300/Ie3HCHHBI HWKHUN Kpall TiedeHw y Kpas pebeproit myru. Cene3eHka
BBICTYNae€T W3-MOJI Kpas JIeBOM  peOepHOW nyru Ha 4cMm, IUIOTHas, Clerka
OonesHenHas mnpu nanbmanuu. Temmeparypa tena 37,2 C. IloxomaumBanme 1O
MOSICHUYHOM 00J1acT 06€300JIe3HEHHO C 00€MX CTOPOH.

Ananu3s kposu: He—116 /1, 2p. 3,4x10%%/1, 11T 0,9, TpomGormTsl 450,0x10%7,
neiik. 45,0x10%m, 6. 7%, 5. 10%, mnpomuenomutsl 1%, wMuenouutsl 24%,
MeTtamuenouuTsl 21%, 1/s 16%, c/sa 14%, mumd. 7%, CO3 10 mm/4.

Bomnpocsr
1. ITocTaBbTE NIpEABAPUTENBHBIN TUATHO3.
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2. Kakue KIMHAYECKUE CHHIPOMBI UMEIOTCS Y MAlUEHTa, YeM OHU 00YCIOBICHBI?
3.Kakue oOcrnenoBaHusi HEOOXOAMMO HA3HAYUTH OOJBHOMY I TOATBEPKICHUS
nuargosa’?

4. Onpenennre TaKTUKY JEUECHUS.

3agaua Ned

bonpnas E., 55 ner, moctynuna ¢ xamno0amMu Ha OO B TMOSCHUYHOM
oT/ieNie TO3BOHOYHMKA M peldpax, YCHUJIMBAIONIUEecs MNpu Maneiieil (undeckon
Harpyske, o01Iyto c1adocTh, KPOBOTOUYMBOCTh U3 HOCA.

N3 anamMHe3a: B TedeHHME 1 Troma oOTMeEdYaeT YCTajaoCTh, OOMU B
no3BOHOYHHMKE. Jleumnach aMOynmaTopHoO y HeBpoJiora ¢ quardo3om: OCTEOXOHIPO3
no3BOHOYHWKA, HazHadanuch HIIBC — 6e3 monoxurtensHoro sddexra. boneroit
CUHAPOM COXpaHSACTCSA, CTAJ0 TPYAO TMEpPEABUTAThCS, YCHIWJIACh CJIa00CTh,
NEPHOIUYCCKH BO3HUKAET KPOBOTOUYMBOCTh M3 Hoca. KT mosicHUYHOrO oOTHEna
M03BOHOYHHKA — KOMITIPECCUOHHBIN mepenioM L3 mo3Bonka. ['ocriuraauzupoBaHa.

O6bexTuBHO: OOIIEe COCTOSHHE CpEeIHEW  CTENeHU  TSHKECTH.
[lepenBuraercst ¢ TpyaoM wu3-3a Ooiedi B cnuHe W peOpax. KoXKHbIE MOKpPOBBI
OyieHbIC, OTEKOB HET. Ilepedepruueckre JTMM@paTHICCKUE Y3JIbI HE MATBITUPYIOTCS.
KocTHo-cycTaBHass cuctema: ompeaensercs OOJNC3HCHHOCTh IPH  IMaJbIIallud |
NEPKYCCHH OCTHUCTBIX OTPOCTKOB TIO3BOHKOB B IOSICHUYHOM OTHelie M pebOpax. B
JIETKUX JIbIXaHUE JKECTKOE, XPUITbI HE BBICITYIINBAIOTCS. TOHBI cep/la MpUTIyIIeHbI,
put™ npaBwibHBEI. YCC 90 B munyty. AJ[ 150/100 Mm.pt.cT. IleyeHs nansnupyercs
y Kpas pebepnoit nyru. CenezeHka He mnaibnupyercs. llokomaunmBanue 10
nosicHu4yeoi obyactu 6e300J1e3HEHHO ¢ 00EMX CTOPOH.

Ananus kposu: He 100 r/m., ap. 2,0x10%%/n, neiik. 5,0x10%m., 203. 1%, m.
5%., ¢. 65 %, mamd. 27%, MoH. 2%, TpomoormTsl 180,0x10%1, COD -57 Mm/4ac.

[IpoTennorpamma — o6muii 6emok 100r/11, mapanporenH 451/1 B raMma 30HE.
Kpearuaun 250Mkmonn/i1, MmodyeBuHa 10,2 MMOmb/1, Kanbiui 3,0MMOJIB/II.

Bonpocebr:
1. Kakoii npeBapuTENbHbBIN JUATHO3 MOXKHO ITOCTaBUTh JAHHOMY OOJIEHOMY?
2. C xakuMu 3a00J€BaHMSAMH HEOOXOIUMO TpoBecTH I dhepeHIHATBHYIO
JTUArHOCTUKY B JAaHHOM ciiy4ae?
3. [lepeuncnure HeoOXoMUMbIE 00CTIEAOBAHUS I MMOATBEPKACHUS JUATHO3A.
4. HazoBute Bamly TakTUKy B OTHOILIEHUH MEJUKAMEHTO3HOIO JICU CHHUSI.

3agaua Ne6
bonerott K., 50 gjer, moctymmn ¢ JkKaloOaMH @ Ha  YBEIWYCHHUC
TuM(paTUYECKUX y3JI0B IIEH, TSKECTh B JICBOM moapedepne.
N3 anamHue3a: B TeueHue 1 roga ormevaer ycTaiaoCTh, HOTIMBOCTh, HOUHBIE
MOTHI, MOXYAaHUE HA SKT, 4acTble MPOCTyAHbIe HHpeKIuu. OOpaTuics K Bpauy.
OOBEKTUBHO: KOXHbBIE TOKPOBBI OOBIYHOW OKpPACKU, OTEKOB HET.
[TanbnupyrOTCs YBEJIIMYEHHBIE MIEHMHBIE, MOYETOCTHBIE, ITOIMBIIICYHBIE U MTaXOBbIE
nuM@aTUdYecKue y3ibl BEIUYUMHON OT 2 10 3CM B JuUaMeTpe, TeCTOBATO-3JIaCTUUHON
KOHCHCTEHIIMU, TOABWXKHBIC, HE CIAasHHbIE MEXAY CO00M M C OKpYXKaIOIUMHU
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TKaHAMH, Oe300yie3HEHHbIe. B Jerkux  JbIXaHWe IKECTKOE, XpHUIIbl  HE
BBICITYIIMBAIOTCSA. TOHBI cepaua mnpuriynieHsl, putMm npaswibHbelii. UCC 70 B
munyTy. AJl 140/90 Mm.pt.cT. Ileyenp mnanbnupyeTcss y Kpas peOepHOM ayrH.
OTYeTINBO NATBIUPYETCS HUKHUM MOJIOC CENe3eHKU (JUIMHHUK 16CM).

Ananus xposu: He 123 r/n., sp. 3,1x10%%/n, neiik. 51,0x10%m1., 503. 5%, m.
1%., ¢. 24 %, mamd. 68%, MoH. 2%, TpomGoruTs 210,0 x 10%/1, COD - 17 Mm/uac.

Bonpocsr:
1. Kakoii npeaBapuTebHbIN AUArHO3 MOXKHO MMOCTaBUTh JAHHOMY OOJBHOMY?
2. C xakumu 3a00J€BaHUSIMU HEOOXOIUMO TpoBeCTH IUPdHEepeHINATBHYIO
JUArHOCTUKY B JaHHOM cliydae?
3. Ilepeuncnute HEOOXOIUMBIEC OOCIEAOBAHUS JIJIsl OJATBEPKIACHUS TUArHO3A.
4. HazoBute Bamy TakTHKY B OTHOIICHHUH MEJIMKAMEHTO3HOTO JICUCHHSI.

4. lndpPepennnaibHas TUATHOCTUKA U NPUHITAIIBI JIeYeHUS
reMopparu4eckux 3a00J1eBaHui
4.1 I'emopparnueckune quare3bl, 00yCJ0BJICHHbIC ATOJIOTHEH
TPOMOOIUTAPHOTO 3BEHA

I'emopparnueckue muare3nl (I'JI) — rpynma HaclaeaCTBEHHBIX WU
MPUOOPETEHHBIX 3a00J€BaHUN, OCHOBHBIM KJIMHMYECKHM MPU3HAKOM KOTOPBIX
ABJISIETCS. ~ KPOBOTOYMBOCTb,  BO3HUKAIOIIAsl  CaMOINpPOWM3BOJIBHO WM  IOCIHE
HE3HAYNUTEIHHBIX TPABM.

BoiaensitoT cieayromue rpyninbl TeMOpparudeckux IHaTe30B:

1. TA, 00YyCJIOBJIICHHBIC nedexrom TPOMOOIIUTAPHOTO 3BCHA
(TpoMOOIIUTONIATHN U TPOMOOIIMTOTICHUN );

2. Tl, oOycnoBineHHble AehEKTOM MPOKOATYISHTOB WM HapyIIeHUEM
¢ubpuHOIM3a (KOATyJIOTATHH ):

- BPOXJCHHBIE;
- MPUOOPETEHHBIE.
3. T'Jl, obycnoBneHHbIe Ne(hEKTOM COCYNUCTON CTEHKH (Ba30TIaTHH):
- BPOXJCHHBIE;
- IPUOOPETEHHBIE.
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4, TJl BcrmencTBue HAPYIICHUS TPOMOOIIMTAPHOTO U KOATYJISIIUOHHOTO
3BEHBEB reMoctasa (0ose3ns Buieopanna, JIBC-cunmpom).

OCHOBHbIC MPUYMHBI PA3BUTHS TPOMOOIMTONEHUU TPEACTABICHBI B
npuioxxenuu (puc. 17). UmmyHHBIE HOPMBI TPOMOOIIMTONIEHUH BKIIOYAIOT:

— W30MMMYHHbIE (QUUIOMMMYHHBIE) — HMMYHOJOTHYECKUNA KOHQIMKT
00yCIJIOBJIEH HECOBMECTUMOCTBIO TUIOAA U MAaTE€pU MO TPOMOOIMTAPHBIM aHTUT€HAM
(vame Bcero mno PLAl-anTureHny, KOTOpbIi OTCYTCTBYeT y Marepu). B
CEHCUOMIN3UPOBAHHOM MaTEPUHCKOM opraHu3zme MOSIBIISTFOTCS
AHTUTPOMOOIIMTAPHBIC AHTUTENA, KOTOPBIC, MIPOHUKAsI Yepe3 IUIAIICHTY, BBI3bIBAIOT
paspyieHue TpoMOOUMTOB y Twiofa. M3oceHcuOunmzauus MOXET OBbITh Kak Mpu
MOBTOPHOM, TaK W MIPH MepBoi 6epemMeHHOCTH. BeTpeuaeTcs ¢ wactoroit 1 ciydait Ha
1000 HOBOpPOXAEHHBIX;

— TpaHCUMMYHHbIC ()OpPMBI Pa3BUBAIOTCS y JETEH, POJUBIIUXCS OT MaTepeu,
CTpaJaloluX  ayTOMMMYHHOM  TpomOouuTomeHueil.  OTo  ObIBaeT  Mpu
UUOTIAaTUHYECKOU TPOMOOIIMTOIIEHUYECKON MypIType, CUCTEMHON KpacHOW BOJYAHKE,
ayTOUMMYHHOM THPEOUJUTE, CUHAPOME OBaHCA W Jp. AyTOaHTHTENAa MaTepu
NPOHUKAIOT 4Yepe3 IUJIAIEHTY W BBI3BIBAIOT pa3pylleHHe TPOMOOIMTOB Yy IJIOJA.
[lockonbky mocne poxaeHUs peOeHKa NPOHMKHOBEHHE AaHTHUTEN OT MaTepu K
pebeHKy mpekpalaercs, To AaHHas (opma 3a0ojeBaHUS UMeEET OJarompuUsITHBINA
IIPOTHO3;

— ayTOMMMYHHbBIE (mepBuuHas UMMYyHHast TPOMOOITUTOIICHHUS,
CUMIITOMATHYECKUE TPOMOOIIMTONICHUN );
—  TreTepOMMMYHHbBIC (TAalITCHOBBIE) -  COMPOBOXKIAIOTCS  HM3MEHEHHEM

AHTUTEHHOM CTPYKTYpbl MeMOpaHbl TpOMOOIMTAa TMOJ] BO3ACHCTBHEM BHUPYCOB,
JIEKapCTBEHHBIX MPEnaparoB, T.e. 00pa30BaHUEM HOBOTO KOMIUIEKCHOTO aHTUTEHA, U
MOCJICTYIOIKUM 00pa3oBaHUEM aHTHTEN (MpUIoKeHue, puc. 18).

K nexapcmeennvim sewjecmeam, cnocobHvim 6vi36ams mpomoOOYUMoneHuio,
OTHOCSITCSI: HEKOTOPbIE aHTHOUOTUKU (JIEBOMUIIETUH, TETPAIMKINH, CTPENITOMUIIMH,
pudamnuiiia), QGTOPXUHOJIOHBI, HUTPOPYpaHbl, ITUTOCTATHUKH, aAHAJIBICTUKH,
cynb(haHUIaMUIbI, HEKOTOPbIE MPOTUBOCYOPOKHBIE M AHTUTHCTAMUHHBIC CPEJICTBA,
O0apOuTypaThl, IpemapaThl HAMEPCTSIHKU, MpenapaTsl o-uHTephepoHa, mepopatbHbIC
MPOTUBOAUAOCTHUECKUE  Tpemaparbl - MPOU3BOJIHBIE  CYJIb(OHHIMOYECBUHBI,
metuwiaona, IIACK, arpomun, ammomypunon, amdorepunua B, audurokas,
apTenapoH, pe3epIluH, TUNOTHA3u, GypOCEeMU, CIUPOHOIAKTOH, HUTPOTIUIECPHH,
XWUHUH, TeMapyuH, KOJXUIMH, BUTaMUH K, Kanus WOauJ, >KUBbIE BAaKIUHBI MPOTHUB
KOpH, ApOTUTA, KPACHYXH, MBIIIbSIKOCOAEPKAIIIKE BEIIECTBA U JIp.

IlepBuunass mmmyHHass TpomOouutonenus (MTII) — sto ayrommmyHHOE
3a0oneBaHne, OOYCIOBIEHHOE BBIPAOOTKOW AaHTUTEN K CTPYKTypaM MeMOpaHBbI
TPOMOOIIMTOB M WX MPEANIECTBEHHUKOB - MerakapuornuToB (MKILI), uto BBI3BIBacT
MOBBINIEHHYIO JIECTPYKLIUIO TPOMOOLIMTOB W HEANEKBATHBIA TPOMOOIUMTOIO?3,
XapaKTepH3yIOIHiicss HM30JIUPOBaHHON TpombouuTonenuei Hmwxke 100,0x10%n wu
HaJMYUEM FreMOPPAruuecKoro CUHApOMa Pa3InyHON CTENEHH BBIPA)KEHHOCTH.

B 2008r. MexayHapoaHbBIM KOHCEHCYCOM IO AuarHoctuke u jedeHuro UTII
WIUOMATHYECKYI0 TPOMOOIMTONEHUYECKYI0 MypIypy uiud ©Oone3nb Bepnbroda
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MPEJIOKEHO HAa3bIBaTh MEPBUYHOM UMMYHHOW TpomOouuToneHuen. 3abosieBaHue
oTMeuaeTcs B 2-3 pasa yallle y KeHIIUH, IPEeUMYIIECTBEHHO MOJIOA0ro Bo3pacta (20-
30 neT) u AeTel TOMKOJIBHOTO BO3pacTa.

[MyckoBbiMu (akTopamu UTII moryT ObITh MH(pEKIUM (Yalle BUPYCHBIE) - Y
59% OonbHBIX, OepemMeHHOCTH - Yy 19%, ctpecc - y 15%, xupyprudeckue
MaHUNyJISIuK - y 4%, @usnueckas Harpyska - y 2%, npuBuBKY - Y 1% OOJIbHBIX.

ITaTorenes. HUTII SIBIIIETCS ayTOUMMYHHBIM 3a00JIeBaHUEM,
XapaKTepu3ylomuMcsl BbIpabOTKOW aHTHTENn Kiacca IgG K riamkompoTenmHam
MeMOpaHbl TpOMOOUUTOB W (HOPMUPOBAHMEM KOMIUIEKCA aAHTUI€H-aHTHUTEIIO,
¢ukcupyromerocss csouMm Fc-pparmentom ummyHornoOynmuHa k Fe-penentopam
Makpo(aroB M JACHAPUTUUYECKUX KIETOK PETUKYJIOIHIOTEIHANBbHON cucTeMbl. Tak
Kak MerakapuouuTsl skcnpeccupytor [T IIb/Illa, Ib wu gpyrue aHTUreHBI
TPOMOOIIMTOB, OHU TaKXXe SBJISIOTCS MUUIIEHBIO [JIs ayToaHTuTen. PaspyiieHue
NaTOJIOTUYECKOTO KOMILUIEKCAa AaHTUI€H-aHTUTEIO TMPOUCXOAUT B OCHOBHOM B
CeJlie3eHKe, peKe B TEYeHM U JIUMQPATUUYECKUX Y3JaXx, a TakkKe IyTeM
UTOTOKCHYecKoronusuca. Kpome Toro pasBuBaetcsi, nucOananc T-xemmepos, T-
CyNpeccopoB, IUTOKUHOB.

Knaccupuxauus

[lo 1IUTEeNbHOCTH TEYCHUS 3200JICBAHMUS:

* BIIEPBbIC JUArHOCTUPOBAHHAS — JJIUTEIBHOCTH 70 3 MEcCAlEeB OT MOMEHTa
IUArHOCTHUKH;

* MEPCUCTUPYIOIIAs — JJIUTEIbHOCTh OT 3 1o 12 Mec. OT MOMEHTa
IUAarHOCTHUKH;

* XpOHUYECKas — JUIMTETLHOCTH O0jiee 12 MecseB OT MOMEHTA TUarHOCTHKHU.

I[lo xapakTepy ¥  BBIPDQKEHHOCTHM  TE€MOPPArHMYEecKOr0  CHHApPOMA
(xnaccudukanus BO3):

* 0-i1 cTeneHu - OTCYTCTBUE Fr€MOPPAruueckoro CUHIPOMa;

* 1-if cTENEHM - METEXUU U DKXHUMO3bI (€ IUHUYHBIC);

* 2-ii CTeNEHHU - HE3HAUMUTENIbHAsl MOTEeps KpPOBU (MEJIEHA, TemaTypus,
KPOBOXapKaHbe);

* 3-i1 cTemeHW - BBIpAXKEHHAs TMOTEPS KPOBH (KPOBOTEUYEHHUE, Tpelyroriee
IIEpEJINBAHNS KPOBU WIH KPOBE3aMEHUTENEN);

* 4-i1 cTENEHN - TsKENass KPOBOIOTEPS (KPOBOU3IIMSHUS B TOJIOBHOM MO3T U
CETYaTKy IJI1a3a, )KU3HEYTPOKAIOIIHNE KPOBOTECUEHHUS).

Kaunuka HUTII nposBisieTcss reMopparudecKuM CHHAPOMOM, KOTOPBIN
BO3HHMKAET CIIOHTAHHO WJIM MOCJIE TPaBMAaTU3aLINH.

1) KOXKHBIE  KPOBOM3JIMSHMS  IETEXUAIbHO-IIITHACTOIO  THIA,
IIPEUMYIIECTBEHHO Ha HIKHUX KOHEYHOCTSAX; BO3MOXEH TI'E€HEpaJN30BaHHBIN
KO>KHBIA CUHJIPOM;

2) KpPOBOTEYCHHS W3 CIM3HCTBIX 000J04YeK (HOCOBBIC, JIECHEBBIC,
KPOBOM3JIMUSHUS B CKJIEpPY TIJa3); KPOBOTEUEHUS MOCIE YAAICHUS MUHAAIWH W/WIU
AKCTpaKUHU 3y0O0B; JUIUTEIbHAs KPOBOTOUMBOCTD U3 MECT ITOPE30B KOXKH;

3) JKeITyI0YHO-KHIIIEYHbIE KPOBOTCUCHUS;

4) MEHO-MEeTpOpparuu, arnorieKCUs THYHUKOB,
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5) >ku3HEeyrpoxkaromue cyOapaxHOUAAIbHbIE KPOBOUBIUSHUS OTMEUYAIOTCS
penko (0,5-1,0%) npu Tsxenoit TpombonuToneHun (MeHee 30ThIC/MKIT)

[IpoGbl Ha JOMKOCTH KamwuIsipoB (CHMIITOM IIUIIKA, JKCyTa) YacTo
MOJIOKUTEIbHBL. Y BeJIMUeHHE cesie3eHku HexapakTepHo st UTIT u oOHapyxuBaetcs
MIPU HEKOTOPBIX cuMmnToMaTuyeckux popmax AVTII.

Jnarno3 UTII aBiusieTcss AMarno3oM UCKIIOYCHUS.

JIMarno3 ycTaHaBIMBaeTCsl HA OCHOBAHUU CIICYIONTUX KPUTEPHUEB:

* u3onupoBaHHas TpombouuTonenus menee 100,0 x10° /n kak MUHMMYM B
JIBYX MOCJIEIOBATENIbHBIX aHATTU3aX KPOBH;

*  OTCYyTCTBHE MOP(QOJOTHYECKUX H  (PYHKIMOHATBHBIX  aHOMAJIUN
TPOMOOIIUTOB;

* HOpMaJIbHBIE TMOKA3aTeJId Te€MOTJIOOMHA, DPUTPOIIMTOB U PETUKYJIOIUTOB,
€CJIM He OBLIO CYIIECTBEHHON KPOBOIIOTEPH;

* MOBBIIIIEHHOE WM HOpMasbHOe KonudecTBo MKI] B Muenorpamme;

* HOpMaJIbHBIE Pa3MePbI CENIe3CHKH,

* HAJIMYME AHTUTPOMOOIIUTAPHBIX AHTUTENI B BBICOKOM TUTPE (HOPMAJIbHBIM
TiTp He uckirouaet UTII)

* OTCYTCTBUE JPYTHX TMATOJOTMUYECKHUX COCTOSHUM, BBI3BIBAIOIIUX
TPOMOOIIUTOIIECHUIO

Jughpepenyuanvnan ouacnocmuka B TEPBYIO Ouepellb MPOBOAUTCS st
UCKJIFOYCHHSI BTOPUYHBIX (CHUMITOMATHYECKUX) TPOMOOLMUTOIEHH. BTopuuHbie
TPOMOOITUTONIEHUH SBJISAIOTCS CUMITOMOM JIPYTUX ayTOMMMYHHBIX 3a00JI€BaHUM:
cuctreMHoii  kpacHoi Bomuanku (CKB), peBmatougnoro aptputra (PA),
autudocomumuaroro  curapoma (ADJIC); wMoryr ObITb  OOYCIOBJICHBI
3a00eBaHUSIMU ~ TI€YEHH, TIeMo0JIacTo3aMu, NPUEMOM psifa JIEKapCTBEHHBIX
npenapatoB  (conm  3070Ta,  Osokatopel  Ha-penentopoB,  pudammnuimus,
Cynb(haHUITaMUIBI, HECTEPOUTHBIC IPOTHUBOBOCIIATUTEIHHBIC npenaparsl,
IIUTOCTATUKH, OapOUTYpaThl, TUYPETHKH, (PTOPXUHOJIOHBI, HUTpOdypaHbl U Jp.).
ANTOPUTM JUAarHOCTMKW TIPH BBISBICHUH TPOMOOIMTONCHUN TPEICTABIEH B
npuioxxeHuu (puc.19).

NudbopmaTuBHEIC METOJbI  1a00paTOPHOTO  WCCJCJOBAHHS U
MHCTPYMEHTAIbHON JUArHOCTUKHU JUTSI HWCKIFOUEHUS/TIOATBEP)KICHUS BTOPUYHBIX
TPOMOOITUTOTICHHIA:

1. Cnemuduyeckue  aHTUTENa K  TJIUKOMPOTEMHAM  MeMOpaHBI
TPOMOOIIMTOB. BBICOKHIT THUTP TPOMOOIIUTACCOIIMUPOBAHHBIX AHTUTEN yKa3bIBaeT HA
MMMYHHBIN TeHEe3 TPOMOOIIUTOTICHUH;

2. Bom4yaHOYHBIM aHTHKOATYJSHT, aHTUTeNa K KapauonunuHaMm (IgM wu
IgG) m amturena k P-2-mmkonporenny (IgM u 1gG) (ana  wuckIoYeHUs
aaTudochommmuaHoro cuuapoma (ADJIC);

3. Anrururena x tupeoumnou nepokcunaze (TIIO) m onenka QyHKIUM
LIUTOBUTHOM Keje3bl (11 UCKITIOUCHHUS] Ay TOUMMYHHOTO TUPEOUIUTA);

4.  AHTHUHYKJ€apHbl€ aHTHUTENA, AHTUTEJIAa K HATUBHOW (ABYyCHUPaTbHOIN)
JIHK (ans uckmouenus CKB);
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5. Bupyconorumyeckue HcciaeqoBaHUS Uil HUCKIIOYEHHUsS 3a00JIEBaHMI
BUPYCHOW 3THOJOTMHU, MNpoTeKawmux c¢ TpoMOomnuronenue (BUY, BupycHslii
renatut B u C, repriecBupycsl (IIMTOMEraJoBUpyc, BUupyc Dnirein-bapa);

6. Mapkepsl TpomOoduiIMK (IpU OTATOUIEHHOM JIMYHOM WM CEMEHHOM
TPOMOOTHYECKOM aHAMHE3E);

7. Y3U wmm KT opraHoB OprOMHON TOJOCTH U 3a0pIOIIMHHOIO
npocTpaHcTBa (Hanmuuue JUMGOUAHOW THUNEPIVIA3UM M JAPYTUX OOBEMHBIX
oOpa3oBaHuii);

8. Tect Ha GepeMEHHOCTD Yy JKEHILUH JAETOPOJHOTO BO3pacTa (MCKIOUYEHUE
recTallMoOHHON (GopMbl  TpOMOOIUTONEHUH). ['ecTalmoHHAas TPOMOOLMTOINEHHUS
00yCJIOBJICHA TeMOAWIIONKMEH (BCICACTBHE YBEIMYCHHUS OObeMa  IUIA3BMBI),
NOBBIIEHUEM AaKTUBHOCTM U KIHpeHca TpoMOouuTOoB; oTMe4aeTcs y 75%
OepeMeHHbIX keHIIMH, yame B |l Tpumectpe. YpoBeHb CHUKEHHS TPOMOOILIMTOB
00bruHO He Hike 80x10%1n, HeT aHaMHe3a TPOMOOLMTONEHUU (KPOME MPEIbITyIIUX
OepeMeHHOCTEH), OTMEYaeTCsl CIOHTaHHBINA perpecc yepe3 1-2 mecsina nocie poJioB,
OTCYTCTBYET TPOMOOILIUTOIEHUS Y TUIOAA.

OcHoBHass ueab Tepanuu HUTII - kynupoBaHME TeMOPpParuyecKoro
CHHJpPOMA M JOCTHKEHHE 0e30IacHOro ypoBHs TpoMOoLuToB (He MeHee 50x10%m),
YTO 00ecreyrBaeT XOpollee KaueCTBO KU3HU MallUeHTOB U OTCYTCTBHE CIIOHTAHHBIX
KPOBOTECUCHU.

IIpu xomuyectBe TpombouuToB Oonee 30-50,0x10° /m um orcyrcTBuM
reMopparuii Wjid TEeMOpPpParuyeckoM CHHIpPOME 1-H CTeneHu mnaToreHeTudyecKas
Tepanusi He TOKa3aHa. boibHBIE HYXIAIOTCA B AUCHAHCEPHOM HAOIIOJEHUU; C
AQHTUOINPOTEKTUBHOM 1I€JIBI0O HCHOJIB3YIOT AUIMHOH (3Tam3uminat) mo 0,25-0,5t 3-4
pa3a B CYTKM BHYTpPb WJIM BHYTPUBEHHO, aCKOPYTHH 1o 1-2 Tabnetku 3 pas3a B J€Hb
BHYTpb, (uToTepanus (HACTOM KpamuBbl) Kypcamu A0 1-2 Mec. Hasnauenwme
cnenupUYecKoro JIeYEHUs MPOU3BOJAT TOJBKO IO OCOOBIM TMOKa3aHUsM (TpH
TpaBME, OINEPATUBHOM BMEIIATEIbCTBE, HEOOXOAMMOCTH AHTHKOATYJISTHTHOM
Tepanuu, NpoPpeccuu U o0pa3e KU3HU, CBSI3aHHBIX C MOBBIIICHHON TpaBMaTU3alUEeH).

Crnennduyeckyro UIMMYHOCYIPECCUBHYIO TEpamuio Ha3HAYalOT TOJIBKO IMPHU
CHIKEHMH ypoBHA TpombouuToB Hike 30-50x10%1 u Hamuumu remopparudeckux
MIPOSIBIICHUU.

B kavectBe Tepanuu nepBoi guHuM HaszHavarorcs ['KC (mpenHu3onoH B
cpenneii cyrounoi nose 0,5-1 mr/kr). Jleuenue mpoBoauTcs B TeueHue 2-4 HEAelb
WIN 70 JOCTHXKCHHS KIIMHHUKO-Ta0opaTopHON pemuccuu. DPGeKT Tepanuu 0O0bITHO
NpOSABIIAETCS. B TEYEHHE IMEpBbIX JHEH JedeHus. Bhauvane mnpekpaiuaercs
reMOpparuyecknii CUHAPOM, 3aT€M HA4YMHAETCS YBEJIMYEHHE 4YKCIIa TPOMOOLIMTOB.
3aTeM CHMIKAIOT J103bl M IOCTENIEHHO OTMEHSIIOT KOPTUKOCTEPOUIBI.

B0o3MOXHO ~ HMCHOJB30BaHME  MYJbC-TEPAMU  METHINPEIHU30JI0HOM
(meTunipen, comomenpoi) B cyrouHoi moze 500-1000Mr B Teuenwme 3-5 mHel wiu
nekcameTtazoH 40mr/cyT. B TeueHue 4-x aHed — 4 nmkiaa kaxnaple 14 gueid. 210
YMEHbIIIAET pUCK pa3BUTHs M0O0UHbIX 3P dexToB ['KC.

VY NanueHTOB C TSHKENIBIMH, YIPOXKAIOIUMU KU3HU KPOBOTEUEHUSIMH, a TAKKe
IUISL JICYEHUS U POAOPA3PEIICHHS )KEHIIUH B KAU€CTBE TEPAITUN MOXKET MPUMEHSATHCS
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uMMyHoriaoOynuH B/B (0,4r/Kr Macchl Tena B TeueHUe S5 nHel win 1T/Kr B TeueHue 2
JHEN BHYTPUBEHHO).

Tepanus 2-oii TUHUMA:

1) Cmnenskromusi  HazHauvaercs 1npu  HeapdekruBHoctu ['KC,
KPaTKOBPEMEHHOM OTBETE WJIM HAJIMYWU MOOOYHBIX MPOSBICHUH Ha (poHEe mprema
I'KC (cTepounnslii nuabetr, yiblieporeHHbld 3dpdext u ap.). OmHako mocie
CIUIEHOPKTOMMH TIOBBIIIACTCS PUCK MHPEKIIMOHHBIX MPOIIECCOB, BO3MOXKHBI TPOMOO3HI
B CUCTEME BOPOTHOM BEHHBI.

2) aroHUCTBl TPOMOOMOATHHOBEIX penentopoB (TPO-R) — mnpemapatsr
HEMMMYHOCYIIPECCUBHOTO JICHCTBHS, CTUMYJIUPYIOIINE BEIPaOOTKY TPOMOOIIMTOB 3a
CYeT aKTHUBAIIMU pElenTopa K TpoMOonodTuHY Ha TpomOonuTtax u MKILI. [IpemnapaTs
STOW TPYIIBI MCTOIB3YIOT MPU XPOHUYCCKUX PEIUIUBHPYIONUX U pedpaKkTePHBIX
dopmax Oonesnu — orBeT 75-90%. OGnamator OwicTphiM (1-4 Hen) »sddexkroMm u
yIOBJIETBOPUTENIBHBIM  NpodusieM Oe3onacHoctd. [IpomomkutensHbii 3 dext
POMUIIOCTUMA MOKET COXPaHATBCS IMOCIe OTMEHbI npemapara go 5 jet, 1PO-R
0e30MacHbI P IITUTETLHOM TPUMECHECHHH.

Pomumoctrm (DHIIIGHT) - mpemapaT AJis MOJKOKHOTO BBeneHus 1 pa3 B
Henemo. Jlo3a mpemapara MHAMBHUAYalbHA W TUTpyeTcs U3 pacyera oT 1 go 10
MKI/KI' MacChl Teia Ui YCTaHOBICHUS MHHHMMAJIbHOW JO3bI, IMOBBIIIAIONICH U
TOAJEPKUBAIOIIEH KOIMYECTBO TpoMmOouutoB B uHTepBane or 50,0x10%m mo
200,0x10% .

Onrpombonar (PeBoneitn) wucnosnp3yercs B TabJeTHpPOBaHHOW (opme
€KEeJHEBHO BHYTpPh 3a 2 4 JI0 WJIM mocie enbl. Jlo3a nHauBUayalnbHa U MOA0UpaeTcs
MOCTENEHHO, HauWHasg ¢ 50 Mr B CYTKH; NpU KOJIUYECTBE TPOMOOIIMTOB MEHEe
50,0x10%n nosza snTpoMGonara MOBBIMIAETCS [0 MaKCUMAJbHOH (75 MI B CYTKH).
IIpu mocTHkeHUM KoiaudecTBa TpombormToB oT 50,0x10%1 mo 150,0x10%n mosa
PeBomneiina He MeHsieTcs. VckimodaeTcsi coyeTaHHWE aroHHWCTOB TPOMOOIIOATHHA C
aHTaIMIaMH U CTaTUHAMHU.

Tepanus 3-eit TMHUU:

— UMMYHOCYIIPECCUBHAS Tepanus MpernapaTaMyd MOHOKJIOHAJIBHBIX aHTUTEN -
purykcumab (Mabtepa) 375 wmr/m?. Yacrota BBelieHMs - | pa3 B HEENIO;
JUIUTENBHOCTh Kypca - 4 BBeneHus. lIpoTWBOmoOkazaHusi: XpOHUYECKUN BUPYCHBIM
rernatut B.

— Jpyras WMMYHOCYTPECCHMBHas Tepamnus (a3aTHomnpuH, HUKIOGOCchaMuf,
BUHKPHUCTHH, IUKJIOCTIOPUH A U Jp.).

CumnToMaTHyecKoe  JICYEHHWE  TeMOpparuyeckoro  CHHApoOMa  MpHU
TPOMOOIIMTOIICHUH BKJIIOYAET MECTHBIE M OOIIME TeMOCTAaTHYECKHE CpEeJICTBA.
[Ipumenenue xjopuja Kajablldsd M BHKacojia Helenecoo0pa3Ho. MeCcTHO HIMPOKO
UCIOJB3YIOT TIE€MOCTATHYECKYI0 TYyOKYy, OKHCICHHYIO [EJUTI0JI03Yy, aJIpPOKCOH,
KpUOTEPAIIUIO, E-aMUHOKAIPOHOBYIO KUCTIOTY.

Ipenapamowi, yaywwarowiue oynkuyuu mpomoouumoes:
- €-aMUHOKAaIpPOHOBas KHCJIOTA, BHYTPUBEHHO KalejlbHO WJIM BHYTPh B
nopoikax u pactBope. [Ipenapat okasbiBaeT 3P (et Toabko B J03¢ He MeHee §,0
r/CyT., onTHMalieH ApOOHBIH mpueM — 6-8 pas/cyT.
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- DTaM3uIaT HaTpUs Wiu JUUAHOH 1o 4 mit 12,5% pacTBopa BHYTpUBEHHO WA
BHYTPUMBILIEYHO, 3aTEM Yepe3 Kaxable 6 4acoB IO 2 MIL

-  CuHreTMyeckue  TOPMOHAJIBHBIE  MPOTMBO3AYAaTOYHBIE  IpEnapaThl
(OucekypuH, MecTpaHOJ, MHUKPODOIMH M JAp.) KYNUPYIOT U MPEAyNpexaaroT
MaToO4YHble KpoBOTeueHUus. lIprMeHeHWe naHHOW TpyHIbl MPENapaTroB IMOBBIIIAET
yrpo3y TpoMOO30B.

- Monocemukap0a3oH ajapeHoxpomMa (aJpOKCOH, aIpPEHOKCUI) — TOJAKOXHO
nny BHyTpuMbimeyHo o 1 — 2 mu 0,025% pactBopa 2 — 4 pa3za B cyTku. MecTHO
IpernaparoM OpOIIAIOT KPOBOTOYAIIYIO MOBEPXHOCTh JMOO HAa HEE HAaKIIAJbIBAIOT
can@eTKu, CMOUYEHHBIE B aIPOKCOHE.

- duroTepanus B KOMIUIEKCHOM JICUEHUU OKa3bIBaeT XOPOHIMH 3PdeKT mnpu
TpoMOonuTonaTuax. Mcrnonb3yloT MaiCKyr KpamruBy, THICSYEIUCTHUK, AYLIUILY,
NacTYyIIbIO CYMKY, apHUKY, IUI0/Ibl KaJIMHbI, BOJIHBIHN Mepell.

I'emoTpancdy3un, 0coOOEHHO OOWIBHBIC, PE3KO CHUKAIOT arperanyuoHHbIE
CBOICTBA TPOMOOIIMTOB, HEPEAKO MPUBOAAT K  YCYryOJICHHIO  KIMHUKO-
1a60paTOPHBIX MPOSIBICHUN. B CBSI3M ¢ 3THM IMOKa3aHUs K MPOBEACHUIO TpaHCHy3ui
JOJIKHBI OBITH CTPOTO OTPaHUYEHBI.

TpomOounTOnaTHH XapaKTEPU3YIOTCS HapylIeHHEM (DYHKIIMOHATBbHBIX
CBOMCTB, MOP(OJIOTHUU U OUOXUMHUYECKUX XapaKTEPUCTHK TPOMOOITUTOB C pa3BUTHEM
CIIOHTAHHBIX Y TOCTTPABMATUYECKUX KOXKHO-CIU3UCTHIX KPOBOTECUEHHUIA.

CornacHo COBpPEMEHHOM KJaccupuKaIuu TPOMOOILIMTONIATHH
MOApA3ACISIIOTCST Ha JBE OOJIbIIME TPYyNIbl — HacHeACTBEHHBbIE (OO0JIE3Hb
Bunne6panna, cuaapom bepuapa-Cynbe, TpombOacteHuss [naHumaHa u Ap.) U
npuoOpereHHble (TIpu TemoObjiacTo3aX, BUTaMHUH-Bi-1eUIUTHON aHEMUU, TIPH
ypeMHH, IIUHTE, 3a00JI€BaHMUAX IICYCHH U JIP. ).

Knunuueckas wapmuna 3aBUCUT OT Kaye€CTBEHHBIX M KOJUYECTBEHHBIX
neexkToB TpPOMOOIIUTOB — TSHKECTh T'€MOPPArdyeckKoro CHHAPOMA MOIKET
3HAYUTEJIBbHO BapbUPOBaTh. Yale BCEro BCTPEUACTCS MUKPOLMPKYJISATOPHBIN THIT
KPOBOTOYHUBOCTH, MOKET OTMEUAThCSA CKIOHHOCTh K CHHSYKOBOCTH MPU MajibiX U
HE3HAUYUTENbHBIX TpaBMaX, Ha MECTE CHABIMBAHUS PE3UHKOW; MEPUOJUYECKHUE
HEOOWJIbHBIE HOCOBBIC KPOBOTECUCHHUS, CEMEHHBIC JUIMTENbHBIE MEHCTPYallud Yy
KEHIIUH U 1.

Jluaenocmuxa mpomboyumonamuii

1. moapoOHBIi cOop aHamHe3a OonbHOTO. (OO0s3aTETBHBIM SBIACTCS
COCTaBJIEHUE POJOCIOBHON C THIATEIBHBIM COOPOM CBEIECHUM O MHUHHUMAIbHOU
KPOBOTOYMBOCTU Y POJACTBEHHUKOB. Ba)KHBIMH BOIpOCaMU SIBJSIIOTCS: TEPBBIN
AMU30/, KPOBOTEUYCHUS, HAJIMYME KPOBOTEUYCHHsI TPU MPOPE3BIBAHUH/CMEHE WIIN
AKCTpaKIUK 3y0O0B; TPOBOIUIACH JIU TOH3WIDKTOMUS, OBUIN JM OCJIOKHEHUS B BUJC
JUTUTEIbHOTO KPOBOTEUEHUS; KPOBOTOUMBOCTh JIECEH IMPHU UYUCTKE 3yOOB; HAJIU4WE
HOCOBBIX KPOBOTCUCHHH (YacCTOTa//UIUTEIILHOCTh); 00bEM MEHCTPYallMH Y JCBOYEK
myOepTaTHOrO BO3pacTa; MPOBOAWIKUCH JIM ONEPATUBHbIC BMENIATEILCTBA, ObUIM JIU
reMOpPpParnyecKue OCIOKHEHUS ?

2. Oo0mmii aHanM3 KPOBHM MOXKET HE WMETh OTKJIOHCHHH OT HOPMBEI.
HeoOxoquMo mpoBOAWTH TMOACYET TPOMOOLMTOB B pydyHOM pexkume (mo PoHHo) ¢
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OIICHKOM X pa3MepoB U Mopdomoruu. IIceBIOTPOMOOLUTONECHUS MOXKET OBITh
CIEICTBUEM CKJIeMBaHMUs TpoMOomuToB B mpobupke c¢ OIJTA. Dt0 nerko
MOATBEPAUTH, €CIIU CAEIaTh NOBTOPHBINA 3a00p KPOBH B IPOOUPKY C LIUTPATOM.

3. CKpUHUHTOBBIM TECTOM, YKa3bIBAIOIUM Ha HapyIIeHUE
TPOMOOIIMTAPHOIO 3BE€HA T'€MOCTa3a, SIBISIETCS YIJIMHEHUE BPEMEHU KalUJUISIPHOTO
KpoBoTeueHus (mpoosl [{proka, AiiBu).

4. C penbto uckioueHus Oone3nu BuineOpanga HEOOXOAMMO MHPOBECTH
uccnenoBanus ¢akropa Bunnedpanna (VWF).

5. Ouenka ¢QyHKIMU TPOMOOUMTOB (QAre3ud U arrperanuu) IMpu
noOapnennn aronucra arperamuu (AJD, snuHePpuH, KojIareH, apaxujgoHOBas
KUCTIOTa, TPOMOOKCaH); arrJIlOTUHAIMA ~ TPOMOOIIMTOB,  WHAYLIUPOBAaHHAS
PUCTOMUIIMHOM, KOTOpBIM akTUBUpyeT cBs3biBaHue VWF ¢ penenropamu
TpoMOouUTOB. [Ipy TpoMOOLIMTOMATUAX OTMEYAETCS YJIMHEHNE BPEMEHH aIre3uu 1
arperarum.

Jlewenue mpomboyumonamuii

Koppexkuus quetsl: nuina 1omkHa ObITh BATAMUHU3UpOBaHa (BuTamuubl C, P,
A), HUCKIIIOHaAIOTCS YKCyc-coAepskaiue Oiroja, KOHCEPBUPOBAHHBIE MPOIYKTHI C
UCIOJIb30BAaHUEM CAIMIIMIIATOB, TAKXKE PEKOMEHJIYEeTCsl BKIIOUUTH B PAIIMOH apaxuc.
Ucknrouarotcs pemnapaTthbl, KOTOPIE BBI3BIBAIOT HAPYIICHHUS] CBOUCTB TPOMOOIIMTOB:
HIIBC, ne3arperanThl, aHTUKOAryJISHTBL. [I[pOBOIUTCS caHAIUS XPOHUYECKUX OYaroB
UH(EKINH, IeYeHUE COMYTCTBYIONINX 3a00JIeBaHN, BaKI[MHAIUS TPOTUB renaTtura A
u renarura B.

IIpn 5Eerkux MECTHBIX KPOBOTEUEHHMSX BO3MOKHA HMX OCTAaHOBKA IyTEM
KOMITPECCUH TaMIIOHOM WJIM cal(eTKON, NPOMUTAHHBIX AMUHOKAIPOHOBOW WU
TPAHEKCAMOBOW KHUCJIOTOW. [IpyM pa3BUTUM KPOBOTEUECHUH CPEOHENM U TSKEION
CTENIeHH HEeOOXOIWMO CHUCTEMHOE BBEJICHHE MpenapaToB: aHTU(GUOPHHOITUTHUICCKHEC
cpeAacTBa  (TpaHEKcaMoBas  KHCIIOTa), JECMOIPECCMH MW  aKTUBUPOBAHHBIN
PEKOMOMHAHTHBIH dakTop CBEpTHIBAHUS KpOBH VII (HOBOC?BEH).
Kuzneyrpoxarolue COCTOSHUAS YaCTO TPEOYIOT NEPEMBaHUs TPOMOOIIMTOB C LEJBIO
KOMIICHCAIIUU UX BPOXKIACHHON JUCHYHKIIUH.

[Ipemapatom BbIOOpa sBJISIETCS TpaHeKkcamoBas Kuciota. [lo cpaBHEHHIO C
AMUHOKAIlPOHOBOM  KUCJIOTOM  OHa  oOmamaer B 8  pa3  Oomblieit
aHTU(HUOPUHOIUTHIECKON aKTUBHOCTHIO. J[03a TpaHEeKCaMOBOW KHUCIOTHI COCTABIISACT
15-25 wmr/kr mepopanbHo 3-4 paza B aeHb wind 10 Mr/kr BHyTpuBeHHO 3-4 pasza B
neHb. Ee Takke MOXKHO HCIOJB30BaTh JJIA MOJOCKAHHS pTa B CIIy4ae JAECHEBBIX
kpoBoTeueHuit — mo 10 ma 5% pactBopa 4-6 pa3 B A€Hb, B Ciyyae 3arjaTbIBaHUS
SKBHBAJICHTHAs 1032 cocTaBisieT 500 mMr. AHTUQUOPUHONUTUKN TPOTHUBOMIOKA3AHBI
MIpU TeMaTypHUH U3-3a OMMACHOCTH PAa3BUTHS OCTPOM MOYEYHOM HETOCTATOYHOCTH.

JlecMomipecCUH  SIBISIETCA ~ CHUHTETMYECKUM  aHAJIOrOM  Ba3oMNpecCcHHa
(anTHAMYpEeTHYECKOTO rOpMOHa). VIMeeT BhIpa)KeHHbIN MPOKOATYISHTHBIN 3P deKT —
MOBbIIIAeT KOHIeHTpanuto (aktopa cBeptbiBanus kpou VIII (FVII) u vWF B
ma3Mme. HasHavaetcst npu xonndecTBeHHOM aedunute pakropa BumieOpanna. Ero
MOXHO BBOJHUTH BHYTPUBEHHO, MOJKOXKHO M HHTpaHazajdbHO. CTaHgapTHas a03a
coctaBisier 0,3Mr/kr (He Oonee 20 Mr) BHYTpUBEHHO (MM MOJKOXHO) wind 300 mr
MHTpaHa3anbHO. [lpu Tepamuu IeCMONPECCMHOM MOXKET HaAOIIOAAThCSA 3aJepiKKa
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KUJKOCTA B OPraHU3ME M THIIOHATPHUEMMS, ITOITOMY B TE€UEHHE 24-X 4acoB IOCIE
BBEJICHUS IpenapaTa MaluueHTaM peKOMEHIyeTCsl OrPaHUYUTh 00BEM MOTPEOIIeMOn
KUIKOCTH.

4.2 BpoxaeHHble M NIpUoOpeTeHHbIE KOATYJIONATHH

I'emopuiauss — 5TO BPOXKACHHOE HApPYILICHUE IUIA3MEHHOIO IeMOCTa3a,
BO3ZHUKAIOILIEE B pe3yjbTaTe JAeduumra Wid OTCYTCTBUS (DaKkTOpa CBEpTHIBAHUS
kpoBu VIII (FVII), d¢axropa cBepteiBanuss kpou IX (FIX) wim ¢akropa
ceepthiBanus kpoBu X| (FXI). CooTBeTCTBEHHO BBIACISAIOT 3 BHAA 3a00JCBaHUS —
remopunusa A, remoduus B u remoduiinst C COOTBETCTBEHHO.

Omuonoeus u namozenes

I'emodunus nepenaercs 1o  X-CLUEIJIEHHOMY  pPELECCUBHOMY  MYTH
HaclieZoBaHus (I'CH JIOKAIM3yeTcs B MoyioBoi xpomocome X (Xp). Ipumepno y 70%
NAIMEHTOB HMMEETCSl TMOJIOKHUTENbHBIA CeMEHHBbI aHamMHe3 MO0 3a00JIEBaHUIO.
[Tpuunno¥ reModunuu ABIAOTCS MyTaluu reqa, kogupytomme FVII, FIX nmu FXI.
B 30-35% cny4aeB BO3MOXHBI CIOpagUdYecKue MyTalluu 0e3 HaJIM4Yus CEMEWHOTO
aHamHe3a

Dnuodemuonocust

PacnipoctpanennocTs remoduianu B oOmei nomynsiuu coctasiaser 1:10 000
HaceneHus. ['emodunus A BcTpedaeTcs yamie u cocraBisieT 80-85% oOmiero uncia
ciy4aeB. BOJBIIMHCTBO MAalIMEHTOB ¢ reMOGUInel — My>KUYUHBI. MyX4rHa, 00IHHON
reMouiInei ¢ XpOMOCOMHBIM HabopoMm XpY, He mepefacT AePEKTHYI0 XPOMOCOMY
Xh cBOoUM CBHIHOBBsIM. Ee HacnenyroT Bce gouepu (monydaroT Xp-XpOMOCOMY OT OTIIA
U X-XpOMOCOMY OT 3JI0pOBOM MaTepu), SIBJISISICh HOCUTEISIMU TMAaTOJOTUYECKOMN
XPOMOCOMBI, >KCHIIUHBI TIEPENaloT €€ TMOJOBUHE CBOUX CHIHOBEH (IPHIIOKEHHE,
puc.20).

N3BecTHBI €MMHUYHBIC ClTy4an reMO(GUINH Y KEHITUH MIPU HACJIeI0BAaHUU TeHa
OJTHOBPEMEHHO OT oTIa (c remoduiaueil) U OT MaTepu (HOCHTENIb I'eHa), JHOO y
YKCHIIMHBI C MyTaIlMEl T'eHa Ha OJTHOM XpOMOCOME, KOT/a I'€H Ha JIpyrol HE aKTUBEH
(6onesnn lllepemeckoro-Tépaepa u ap.). Y HEKOTOPHIX KEHIIWH, SBIISIOIIAXCS
HocutenbHuiaMu Mytanuii reHoB FVIII wiam FIX, taxke MoryT OBITh KIMHUYECKHUE
MIPOSIBIICHUS TeMODUITHH.

Knunuueckaa kapmuna reMOoDUINN XapaKTepU3YeTCS KPOBOTOUYMBOCTHIO
reMaTOMHOTO THIA, KOTOpas Pa3BHBAETCS CIOHTAHHO WIIM CBs3aHA C KaKOW-IHOO
TpaBMOH (KaK OBITOBOM, TaK U XUPYPIUUYECKOM).

Knunanyeckue nposiBieHus reMo)uIng mpeacTaBieHsl B Tabmume 19.

Tabmuma 19
Kannuyeckue nposiBjieHusi reMopuinu

Buabl KpoBoTEUeHUI/KPOBOM3JIMSHUI | Yacrora BbisiBJIeHUs, %o

Tunnunsie

92




KpoBouznusiHus B KPYITHBIE CyCTaBbI 90

KOHEYHOCTEH (reMapTpo3bl)

I'eMaTOMBI (KPOBOM3IIUSHUS B MBIIIIIBI W/HITH 20-40

MSATKHE TKAaHH)

KpoBoTeueHus u3 Cau3UCThIX 0007I09YEK 10

(HOCOBBIE, JIECHEBBIE)

I'ematypus 5-10
Kusneyrpoxamwmme:

B [[HC 5)

B XKKT 5

B oGnacTtu men/ropna 2-4

3a00I0ITMHHBIE TEMATOMBI 2-5

Kaaccndpuxkanus remopuiInu 1Mo creneHu TAKeCTH

KnuHnyeckue nposiBI€HUS 3aBUCAT, KaK MPAaBWIO, OT YPOBHS aKTHUBHOCTH
¢axTopa B kpoBu (HOpMa 50-150%), onHAKO B KIIMHMYECKOW MPAKTUKE HE BCerna
CYLIECTBYET TpsiMasi KOPPEJSIIUS MEXKIy JIabOpaTOpPHBIM U KIMHUYECKUM
dbeHoTunamMu 3a00JICBaHUS.

Taocenas popma (ypoBeHb (pakTopa cBepThIBaHUS B KpoBU < 1% OT HOpMBI).
Bo3MOXHO Hanmuuue reMoppardvyecKux MpOSIBICHUN B HEOHATaJIbHOM NEPHUOJE B
BUJE KedaroreMaToM, BHYTPUYEPENHBIX KPOBOMIUSIHUN, KPOBOTOYMBOCTH U
JUIMTETHHOM ~ 32)XMBJICHUM  TMYNOYHOM  paHKU.  XapakTepHO  MOSBIICHUE
reMOopparuyeckoro CUHAPOMa Ha MEepBOM TOJy *U3HM C Hadajia akTUBHOTO MEpPHOJa
y peOeHka (TeMaToOMbl MSATKMX TKaHEH, MOCTTpPAaBMATHUECKHE KPOBOTCUCHUS U3
CIIM3UCTBIX, TeMapTpo3bl). [lopakaroTcss B OCHOBHOM KPYMHBIE CYCTaBbI: KOJIEHHBIE,
rOJIEHOCTOITHBIE, JIOKTEBBIE U Ta300€IpEHHBIE.

Dopma cpeoneli msdcecmu (ypoBeHb (pakTopa cBepThIBaHUS B KpoBU OT 1%
10 5%). IlepBble mpU3HAKU, KaK NpPaBUIIO, Pa3BUBAKOTCA IOCJIE NEPBOTO rojga. ¥
NAIMEHTOB C aKTUBHOCTHIO (pakTOpOB Oojee 2% pexe BOSHUKAIOT KPOBOU3IUSHUS B
CyCcTaBbl, 3a0pIOIIMHHBIE TeMaToOMbl, Temarypuu. Haubomee  TUNMHMYHBI
NOCTTPAaBMAaTUYECKHE TE€MAaTOMbl W JIJTUTENbHBIE KPOBOTEUEHHUS, OCOOCHHO TpHU
TpaBMax CIU3HCTHIX 000JIOYECK.

Jleexas hopma (ypoBeHb (hakTOpa CBEpTHIBaHHS B KpoBH >5%) MoOXeT He
MPOSIBIIATHCS HA TMPOTSDKEHWHM BCeW >KM3HU. ['emopparuueckuii CMHAPOM OOBIYHO
BO3HHUKAET BCJICJACTBHE 3HAYUTEIBHBIX TPABM WIH MPU XUPYPTUUECKOM JICUCHUHU.
IlopakeHre ONOpPHO-IBUIaTEIbHOTO annapaTa BCTPEYaeTCsl PEAKO.

YepernHo-MO3roBasi TpaBMa y TMAalMEHTOB € TreMOQUIUEH  MOXET
COTPOBOXKJIATHCA PA3BUTHEM BHYTPHUEPEITHOTO KPOBOMBIUSHHS. TpaBMa CITHMHBI
MOXXET IPUBECTH K KPOBOM3JIMSHUIO B CIMHHOMO3roBoM kaHail. Kpome Toro,
BO3MOXHBI crioHTaHHble KpoBom3ziusHus B IIHC. IlpuzHakamMu BHYTpUUEPEITHOTO
KPOBOM3JIUSHUS SBIISIOTCS: COXPAHAIONIASICS W HapacTaiomias TOJOBHas O0Jb,
COHJIMBOCTh, HEMOTMBHPOBAHHOE OECIOKONCTBO WJIM 3aTOPMOKEHHOCTh, ITOBTOPHAs
pBOTa WM CpBITHBaHWE, JApyras odJaroBas WId oOmas HEBPOJOTHUYECKAS
CUMIITOMATHKA.

Y nmereld 1mepBBIX MECSALUEB OKU3HU BO3MOXHBI KPOBOM3IUSHUA C
MUHAMAJIBHBIMU ~ CUMIITOMAaMHU WIH OecCHMITOMHBIC. [lake MHWHHUMAIbHBIC
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kpoBouzaussHus B LIHC sBisitoTCS KU3HEYTPOXKAIOIIMMH, TPeOYIOT 3KCTPEHHOU
rOCMUTAIN3alld, WHTEHCUBHONW 3aMECTUTENIbHOM Tepanuu U He3aMeIJIUTEIbHOIO
npoBeneHus KT niu MPT ronosrnoro mo3sra.

Octprie kpoBoTeueHus u3 JKKT Moryt nposiBiasTeCA B BUJI€ KPOBABOW PBOTHI,
PBOTHI «KOGEHHOM TYHIE» ¢ MPOKUIKAMHU KPOBH, KPOBSIHUCTOTO CTYJIa WJIM MEJIECHBI.
XapakTepHa peskas ciabocThb, ydallleHue nyibca, naaenue AJl, cyxocTb BO prTYy,
onennocts koxku. KpoBoreuenuss u3z KKT pasBuBarorcs, kak npaBuiio, Ha (oHe
comytcTBytomed mnaronoruu JKKT: s3BeHHass Oo0yie3Hb, 3PO3UHU, BOCHAIUTEIbHBIC
3a0oneBaHusl  KUIIEYHHKA WU Jp. Takue  KpOBOTE€UEHHUS  SIBISIOTCA
KUZHEYTPOXKAIOIIUMHU, TPeOYIOT SKCTPEHHOW TOCHHUTAIU3AIMN U HEMEJICHHOrO
NPOBEJICHUS aJIEKBAaTHOU 3aMECTUTEIILHON Teparui.

Huaznocmuka remopunnu:

— aHamHe3 (OTSrONIEHHAS HACJICJCTBEHHOCTh 110 MATEPHUHCKOM JINHUH);

— KJIMHUYECKHE JaHHbIC (BBISBICHUE MPU3HAKOB MMOPAYKECHHUS CYCTAaBOB B BUJIC
nedopmalviv, OTeKa W JIOKAJIBHOTO TMOBBIIMICHHUS TEMIEPATyphl KOXH (OCTpPBIit
remMapTpo3) W/WIM TPU3HAKOB HAPYLIECHUS TMOJABMKHOCTH, OOBEMa JIBHXKEHUU
CyCTaBOB, THUIOTPO(UH MBI KOHEYHOCTH HA CTOPOHE MOPAKEHHOTO CYCTaBa,
HapylIeHUE TOXOAKH (eopMupyrolas apTponaTus);

— 1a00paTOPHbIE KPUTEPHUHU:

1) koarynorpamma (IIpU3HAKKA TUIIOKOATYJISIIIMK 3a CueT HapymieHus B | ¢asze
CBEPTHIBAHMS KPOBH): YJIJIMHEHUE BPEMEHU CBEPTHIBAHUS KPOBU MPU HOPMAIHLHOM
BPEMEHU KPOBOTEUEHUS, yIJIUHEHUE aKTUBHUPOBAHHOTO YACTUYHOTO TPOMOHWHOBOTO
BpeMenn (AUYTB) npu HopmanbHoM mnpoTrpomObuHoBoM Bpemenu (IITB) wu
TpoMOuHOBOM BpeMenu (TB);

2) camxenne aktuBHocT FVII/FIX/FXI Huxe 50%;

3) ompenencHue crnenu@UUECKOro HMHruOMTOpa (HakTopa CBEPTHIBAHUS

(nmarHo3 MHruOMTOPHOM TeMOUINN YCTaHABIMBACTCS MIPU TUTPe MHTHOUTOpa > (0,6
BE);

4) nannuue mytaiuii renos FVIII uwnu FIX;

5) orcyrcTBHE MPHOOPETEHHBIX KoarynonaTuii (Ha ¢pone CKB).

JluarHo3 ycTaHaBIMBAaEeTCSl IPU HAJIMYMM KaK MUHUMYM JBYX JIaOOpPaTOPHBIX
KPUTEPUEB.

KoHcepBaTnBHOe JedyeHne reMoUInu — crenuduyeckas 3aMeCTUTEIIbHAS
reMocTaThyeckas Tepamnusi KOHIEHTpaTamMu  (PakTopoB CBEpThHIBaHHS KpoBuU. B
HACTOSIILIEE  BpEeMsl  MCHOJIB3YIOTCA  OYMIIEHHBIE, BHUPYC-WHAKTUBUPOBAHHBIE
mpernapatbl U3 JOHOPCKOW TUIa3Mbl YEJIOBEKAa WM PEKOMOWHAHTHBIE KOHIIGHTPATHI
(aKkTOpOB CBEPTHIBAHUS.

Hnst nedenwst remodunuu Al KpPHONPEIUNUTAT, NpenapaTsl (dakTopa
ceepreiBanus kpoBu VIII (DCKVIII) — remoktuH, Koate HP («baiiep»), MoHoKIaTe
P («Apmoyp»), OxtonatuB-M («@apmanus»), Xemodpun M («bakctepy»), UmmyHate
(«Mmmynoy). Co3nanbl pekomOuHaHTHbIE npenapatsl paktopa VI Okrokor anbda,
Mopoxktoxor anbdha, Cumoktokor anbda, Typokorokor ansda, Korenare («baitepy),
PexombOunare («bakctep»), Koate HP («baiiep») u Ummynare («IMMyHO»).

Jns  nedenus OonpHBIX Tremoduauedn B Takke co3gaHbl  aKTHBHBIE
koHueHTparbl daktopa IX - [Ipekonatus («KABW»), [Iporpommiekc («MMmyHOY),
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@aktop IX («ABentuc-bepunr»), Ilpodpunnaitn CJ («Anbday), bebOynun
(«bakcrepy», «MmmyHno»), Honakor amsdpa. Wmeercs koHuentpat ¢akropa Xl,
KOTOPBIN BhIyckaetcs pupmoii Bio Products Laboratory.

J103bI mpenapaToB pacCYUTHIBAIOTCS OTHOCUTEIBHO MACChI T€la, HE3aBUCUMO
oT Bo3pacTa. YacToTa BBEJIEHUS 3aBUCUT OT pPEeKUMa Tepanuu. JledeOHast 103UpoBKa
npenepara cocrasisier oT 20ME/kr no SOME/kr B/B ctpyitHo kaxasie 10-12 yacoB B
3aBUCUMOCTHU OT TSDKECTH KPOBOTEUYEHHS M 00bEMa MOPaKEHHUS.

[Ipu ocTpeix remapTpo3ax MmokasaHa BpeMeHHas (He OoJiee yeM Ha 3—5 JTHei)
MMMOOMIIM3AIUSl MOPAKEHHOM KOHEYHOCTH B  (PU3MOJIOTMYECKOM  TOJOKEHHH.
OxJnakJieHue TMOPaKEHHOI0 CycTaBa MpU TeMOPWINM MPOTHUBOIOKA3aHO, T.K. HE
YMEHBIIAET KPOBOMBIUAHMUS B TOJOCTh CYCTaBa, HO TPaHCPOPMHUPYET OCTpPHIN
remMapTpo3 B XpOHUYECKUU mnporpeccupyromuii aptput. IlyHkius cycrtaBa c
acnupaluel M3NMBIICHCS B CyCTaB KPOBHM IIOKAa3aHa B CJHEAYIONIUX CHUTYalUSX:
00JbII0M 00bEM KPOBU B IMOJIOCTU CyCTaBa, MPU3HAKUA Pa3BUTHUS THOMHOrO apTpUTa,
pa3BuTHEe Ha (POHE reMapTpo3a HEPBHO-MBIIIEUYHBIX HapymieHuid. [locne acnupanuu
KPOBH 11€71eCO00pa3HO B CYCTaBHYIO MOJ0CTh BBecTH 40 — 60 MI ruapoKOpTH30HA,
YTO KynupyeT 0O0JIeBOM CHHAPOM, MPEAOTBPAIIACT JaJIbHENIIee CBEPThIBAHUE KPOBU
B CyCTaBe, OCHabJigeT JECTPYKTUBHBIE W3MEHEHHUS B XpAIle, YMEHBIIAET YIrpo3y
JaNbHEHIIIEro MPOrpeCCUPOBAHUS OCTE0APTPO3A.

Hecnenuduueckas reMocTaTuyecKast Tepanus OCYIIECTBIISIETCS
CIENYIONIUMHU TIpernapaTaMu: HUHTUOUTOpPHl (HUOpPUHONIU3Aa - €-aMUHOKANpPOHOBAs
KHCJTIOTa, TPpaHEKCaMOBasi KUCJIOTa (TpaHeKcaM) WM mapaaMUHOOEH30MHas KUCIIOTa
(mam6a), sTamM3uIaT HATPHUs (JUIIMHOH), HOBOCOBEH (pekoMOuHaHTHEIN (akTop VII).
Nurubutops! puOpuHOINU3a TPOTUBOMOKA3aHBI ITPU MOYEYHBIX KPOBOTEYEHHUSAX.

Hapy>xHble KpoBoTeueHHUs KYNMHUPYIOTCS KakK MPOBEACHUEM 3aMECTUTEIbHOMN
tepanuu (hakTopel cBepThiBaHusA, Kpuomnperunurtar, C3II), Tak U MeECTHBIMH
BO3JICUCTBUAMH — OOpabOTKOH KPOBOTOYAIIETO YYacTKa TPOMOOIUIACTHHOM,
TPOMOMHOM, OXJQXKJICHHBIM PAcCTBOPOM €-aMUHOKAMPOHOBOM KHUCIOTHI, a TaKXKe
Ha3HAYCHUEM £-aMHUHOKAIIPOHOBOM KUCIOTHI BHYTPb.

[Ipu anemu3zanuu OOJBHOTO JOIMOJHUTEIHFHO HA3HAYAIOT TpaHCcy3uu
SPUTPOLUUTHOM  Macchl (MO  MOKa3aHWsM). Eciu  BO3HUKAIOT — MpPU3HAKU
WHOUIIMPOBAHUS TEMAaTOMbl — Ha3HAYAalOT AHTUOMOTHKUA IIIHPOKOTO CIIEKTpPa
neictBus. JtoOble BHYTPUMBIIICYHBIE U TOJIKOXHBIE HHBEKIUU TMPU TeMOPWINH
MIPOTHUBOIIOKA3aHbI, TAK KAK MOTYT CTaTh MPUYUHOMN Pa3BUTHS OOIIUPHBIX TEMATOM.

[IpoTHBOMOKa3aHBl TpemapaThl AHTUKOATYJISHTHOTO M aHTHATTPETaHTHOTO
tuna naeiicteus; HIIBC, ocobeHHO alleTHiIcaauiuioBas KUCIOTa (3a UCKIIOUYCHUEM
[HOI'-2: keToponak, HUIMECYIHU, IEICKOKCHO, MapeKokcud u ap.). [leHunmmma u
€ro TOJYCUHTETHYECKHUE AaHAJIOTH HEXKENaTeNbHBI (BBI3BIBAIOT  JUCHYHKIIMIO
TPOMOOITUTOB).

[lepBuynas mpodunaktuka sBiseTcs HaubOonee dhDEexTuBHON s
MpEeAOTBPAILICHUS TOPaKEHUsI ONOPHO-JIBUTraTeIbHOrO anmnapara. [Ipodunaktuyeckas
Tepamnus HauYMHAETCS C MOMEHTa POXKJCHHS peOCHKa MPU OTCYTCTBUU NPU3HAKOB
MOBPEKIEHUS CYCTaBOB, IPOBOJUTCS O TPEXJIETHErO BO3PACTA.

Bropuunas npodusiakTuka HaYMHAETCS MOCIe BYX WM O0jee reMapTpo30B
MIPY HAJTMYWH MUHUMAJIBHBIX MPU3HAKOB MOBPEKIACHUS CycTaBa. JleueHne B pexume
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npopunakTukd (Mo TpeOOBAHMUIO) TMPOBOAUTCS I YMEHBIICHUS YaCTOTHI
KPOBOTEUEHHUM, 3aMEIJICHUs] TTPOTPECCUPOBAHUS TTOPAKEHUSI OTIOPHO-/IBUTATEIILHOTO
amnrmnapara U yJaydllleHHus kKadecTBa xu3HU. [IpodunakTiuyeckas Tepanus He yCTpaHsET
YK€ pa3BUBLIEECS TOBPEXKICHUE CYCTABOB.

Tpernunas mpodunakThka Ha3HadaeTcss B JIOOOM BO3pacTe MpU HATUYUU
MOBPEKJEHUSI CycTaBa/CycTaBOB. MOKET OBbITb MOCTOSHHOM WM KPaTKOCPOYHOM
(nepuoanueckoit). CTaHIapTHBIA PEXUM BTOPUYHOM M TPETUYHOW NPOPHUIAKTHKU
npoBoautcs B 1o3uposke 20-40 ME/kr 2-3 pa3a B Henento.

B npodunakTuke XpOHMYECKHUX OCTEOAPTPO30B NPU reMoPuinu Hapsay C
3aMECTUTENIbHON Tepanueid HeoOXOAMMO HCIOJIb30BaHUE JIeueOHOM (PU3KYIBTYpHI,
IJIaBaHUs, TEPPEHKYpa, UTO MPEJOTBpAIllaeT pa3BUTHE KOHTPAKTYp W artpoduu
MYCKYJIaTypBbl. HeoOxonumo MpeAYNPEKICHUE TpaBM KOHEUHOCTEH,
IPOTUBOTOKA3aHbl KOHTAKTHBIC BUBI CIIOPTA, €UHOOOPCTBA.

N3  xupyprudeckux METOJIOB JICUCHHS HCIOJB3YIOTCA CyOTOTanbHas
CUHOBIKTOMUS, a TaKXe peapeccalus, axuUIOIIacTUKa M JAUCTPAKIMS KOCTEH C
IEJIbI0 BOCCTAHOBJICHHSI CYCTaBHOM IIEJIH, SHIONPOTE3NPOBAHUE.

Baknunanus

[TarmenThl ¢ reModuiueit MOTYT OBITh BaKIIMHUPOBaHBL. OCOOEHHO BaKHO
poBeIcHUE BaKIMHALMK OT rematuTa B. Ilpu BakuuHaImu npeamnoyreHue oTaaeTcs
OpaJbHOMY WM TOJKOKHOMY BBEJICGHHIO TIpernapara, [0 CpPaBHEHUIO C
BHYTPUMBIIIEYHbIM WJIA BHYTPUKOXXHBIM. Ecnu 11 NaHHOW BakKUWHBI JOCTYIICH
TOJILKO BHYTPUMBIIICUHBIN MyTh BBEJIEHUSA, HEOOXOAMMA 3aMECTUTEIbHAsI Teparus
U1 TOPEeNOTBPALEHUS] Pa3BUTUS T'eMaToMbl. B 3TOM ciiydae 3aMeCTUTENIbHYIO
TEpanui0 NPOBOAIAT HAaKaHyHE BaKIMHAalMK. B JeHb BaKIMHAlMM BBEICHUE
npenapata He pekoMmeHayercs. Henb3s NpoBOAWTH BaKIMHALMIO BO BpeMs
KPOBOTEUYEHUS.

Jleuenne HHrHOMTOPHOI PopMBI reMOPUITUA

[TosBnenne wnruouTopa Kk FVII/FIX cuuraercs camMpIM — TSDKENIBIM
OCIIO)KHEHHEM, CBSI3aHHBIM C JiedeHrueM remodunnu. UHrubutopsl — amio-aHTUTENA
(19G), xotopsie HelTpanusyoT 3k3orennbic FVII/FIX. Tosernenne uaruburopa B
OCHOBHOM TIPOSIBIISIETCSI OTCYTCTBHEM KJIMHUYECKOIO OTBETA Ha CTAHAAPTHYIO
TEpanui0 KOHIICHTpaTaMu (DaKTOPOB CBEPTHIBAHUS WJIM TOSBICHUEM KPOBOTECUEHUU
Ha ¢oHe mpodumakTuIeckor tepanuu. Hanbonee yacTo HHTHOUTOPHI MOSIBISIOTCS Y
paHee HeJeUEHBIX MAIUeHTOB C TSKEIoN (HopMoii reMOpUITHH.

Jns monmyudeHus reMocTtaTudeckoro sdd@exra mpu UHTHOUTOpPHOU (Qopme
3a0o0eBaHusT HEOOXOIMMO TPUMEHEHNE IPENapaToOB ITYHTUPYIOMIETO ACHCTBUS |

— aHTUUHTHOUTOPHBIA KOATyJITHTHBINH KoMIuTeke (Deiiba) comepxut GhakTopbl
I1, IX, X B HeaktuBHOU Popme u FVII (aktuBupoBanHbii). cnons3ytor B 103¢  50-
100 En/kr xaxnasie 12 yacoB (Ipu MNpPOBENCHWM WHAYKIIMH HMMYHOJOTHYECKON
tonepanTHoctu (UUT) no camxkenus tutpa uaruouropa meHee 2 BE; 3atem B moze
30-100 En/kr 2-3 pa3a B Hezelto;

— anTaKkor ajb(a (aKTUBUPOBAHHBIN) (Koarwi, ¢aktop cBepThiBanus Vla)
Ha3HayaeTcs B 103€ 90-120 MKI/Kr Kaxkapie 2-4 gaca 10 OCTAaHOBKU KPOBOTCUCHHMSI.

IIpuoOpeTeHHbIE KOATYJIONATHH
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[IproOpeTeHHbIE KOAryJlOMaTUd — COCTOSIHHS, BbI3BaHHBIC HapyIICHUEM
IUTa3MEHHO-KOAryJIAIIMOHHOTO TeMocTa3a Ha (POHE pa3IUYHBIX MaTOJIOTHUYECKHX
COCTOSIHMI, OINEpAallMOHHBIX BMEMIATENILCTB W TpHeMa psga [permapaToB
(aHTUKOATYJISIHTOB TIPSMOTO W HEmpsAMOTro AeiicTusi). KnnHudeckue mposBICHUS
KOaryJonatuii B BHUAE KPOBOTECYEHUH OTMEUAIOTCS TOJBKO B 16% ciydyaes, daie
BBISIBJISIIOTCS JIaOOpaTopHbIe TTpu3Haku (66%).

1. IleyeHouHasi KOAryJIONATHSA

PasBuBaeTcst Ha QoHE TSHKEIOW MATONOTHU MEYeHH (XPOHUUYECKUN TemaTHT,
[IUPPO3 MEYCHH, OITYXO0JIEBOE MOPAKECHHIE MTEUSHH H . ).

MexaHu3M pa3BUTHSL:

— CHIDKEHHE CHHTEe3a (DaKTOPOB KOATYIISIIHH;

— cuHTe3 Ae(EeKTHBIX (PAaKTOPOB KOATYJIALMH (ITATOJIOTMYeCKUil GUOPUHOTEH );

— nedumut ButamuHa K (nuuieBoit ne@uiuT, HapyleHHbI CUHTE3 BUTAMUH
K - 3aBucumbix (akTOpOoB caBepTHIBAaHUS, HEXBaTKa IJKEIYHBIX COJIEH -
O0OCTpYKTUBHAS KENTYyXa);

— TpoMmOoruTOoneHus1 (THIEPCIUIEHU3M C CEKBECTpalueld TPOMOOIIMTOB,
CHIDKEHHUE TIPOTYKIIMUA TPOMOOITOITHHA);

— CHW)KCHHAs JIerpajaius aKTHBUPOBaHHBIX (akTopoB koarymsmuu ([BC-
CUHJIPOM);

—  TIOBBIIICHHass  akTUBalus  (QUOPUHONUTUYECKOW  CHCTEMBI -
runephuOpUHOIM3.

KnuHuyeckas  XapaKTepUCTUKA:  OKXHMMO3BI,  KEIYJOYHO-KUIICYHbIC
KPOBOTEUEHHUSI, KPOBOTEYEHHUE W3 BaAPUKO3HBIX BEH, HOCOBOE KPOBOTEUEHHUE,
KPOBOTOYMBOCTH M3 MECT BEHEMYHKIIMI; KDOBOTEUEHHSI, BEI3BAHHBIE MPOLIETYPAMH.

Huarnoctuka: ymnuaenue [ITB u AUTB BcnenctBue nedunura (haxTtopos
CBEpTHIBaHMS; TPOMOOIMTONECHHS B pe3yJdbTaTe TMOBBIIICHHOW CEKBECTpAallMM B
CeJIe3€HKE, TOBBIIICHHOTO pPa3pylICHUSI W CHUKEHHOW MPOIYKIUU TPOMOOIUTOB;
GbyHKIMOHAIBHBIC 1Ie(EKTH TPOMOOLMTOR; TUTIEPAKTUBAIIAS (PUOPUHOIIN3A.

JleyeHnwue:

— TpaHchy3un cBexkesamopokeHHoW 1masMbl  (C3I1) 10-15mu/kr  most
BOCTIOJTHEHUS epurura GakTopoB CBEPTHIBAHUS;

— kpuonpeuunurtat (1 mo3a Ha 10 Kr Maccel Tena manueHTa) Npu CHHKEHUU
¢bubpunorena menee 1 r/nm mox koutposiem [1TB u AUTB;

— Tpanc(y3un TpoMOOIUTAPHONW MACCHI TIPU CHUKEHUU TPOMOOIIUTOB MEHEE
50TBIC/MKIT;

— JecMoripeccuH (aHayor Bazonpeccuna) B 103e 0,3MKI/Kr/cyT;

— aHTU(OUOPUHOIUTUKY (AMIUHOKAIIPOHOBAS KUCJIOTA, TPAaHEKCAaM, TPACHIION)
Ui yMEHbIIEHUS oObeMa UWHTPAONEPAIMOHHON KPOBOMOTEPH M  CHUKCHUS
NOTPeOHOCTH B TpaHC(y3UH KOMIIOHEHTOB U MIPENapaToB KPOBH

2. YpeMuueckasi KoaryJjonaTtus

MexaHu3M pa3BUTHSL:

— JuchyHKuus TpPOMOOIIMTOB U CHIKEHHE aAre3ud TPOMOOUUTOB (OJUH M3
BO3MOKHBIX MEXaHHM3MOB 3TOT0 — TOBBIIICHHE CHHTE3a M 3KCIPECCUH OKCHIA a30Ta
SHJIOTEIIUEM);
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—  CHW)KEHHE arperaivy TpPOMOOLMTOB TOJ BO3JACHCTBUEM (DEHOJIOB,
MOYEBUHBI M "MOJEKYN cpeAaHeill macchl" B KOHIEHTpaLMsSIX, OOHApYyKEHHBIX MpPH
ypeMuu;

—  KpOBOINOTEpPH TMpPU MCIOJH30BAHUM TerapuHa (BO BpeMs CEaHCOB
reMOJINaIN3a).

JluarHocTuka: BpeMs KPOBOTECUCHHS YJJIMHEHO; arperanus TpOMOOIIUTOB
camwkena; [ITB, TB, AUTB HeMHOro yaIMHEHBI.

Jleyenue:

— naecMorpeccuH B 03¢ 0,3MKr/Kr B/B B TeueHue 12 4acos;

— Kkpuonpeuunurat — 10103;

— DPUTPOIIOITUHBI IPU CHUKEHUU reMaTtokputa meHee 30%

3. TeMoAWIIOLMOHHAsT KoaryJiomatusi oOyCIIOBJIEHAa KpOBOIOTEpEH,
MaCCUBHBIMU TpaHC(y3UsIMU KOMIIOHEHTOB KpPOBU M  KpPOBE3aMCHHTEJEH,
remoAwItonen. JlaHHBIM BUJ KOAryjiomaTHU JUArHOCTUPYIOT MPUMEPHO Y TPETHU
BCEX MAIIMEHTOB C TPABMATUUYECKUMU KPOBOTCUCHHUSAMU MPH TOCTIUTATU3AIINH.

MexaHu3M pa3BHUTHS. COYETAHUE III0KA, BBI3BAHHOTO KPOBOTCUCHHUEM,
o0pa3oBaHUs KOMILUIEKCA TPOMOWH-TPOMOOMOJYJIMH B TPaBMUPOBAHHOW TKaHU H
akTUBAIUS GUOPUHOIUTHIECCKUX U aHTUKOATYJITHTHBIX MEXaHHU3MOB.

Jleuenwue:

— tpancdy3un C3II (1-2 g03bl MmIa3Mbl Ha Kaxjasie 4-5 1103 SPUTPOLUTOB) U
Kkpuonpeuunurata (2 mo3pl Ha 10 Kr Macchl Tela MalMeHTa MPU CHUXKEHUU
¢ubpunorena menee 1 r/11) ¢ 1eIbI0 BO3MEIIEHUS (PAKTOPOB CBEPTHIBAHUS;

— UCIIONB30BaHUE aHTU(OUOPUHOMUTUKOB: Tpacuion (koHtpukain) 200-500Teic EJ]
cHayasa B/B OOJIOCHO, 3aTeM B Bujie HempepbiBHOM B/B uH(py3un — 2 500 000 Ex/cyT

4. Tlepeno3upoBKAa NPSIMBIX AHTUKOATYJISIHTOB (renapuHa)

KnuHuka: pa3BuTHE KpOBOTCUCHUN PA3IMYHON JIOKAIA3ALUH.

[uarnoctuka: yniudenue TB u AUTB.

JleueHue:

— HedpakurnoHnupoBanHbld renapud (HDI'): BBoguTCs aHTUIOT NMPOTAMUH CYJIb(aT
B/B B 03¢ 1mr/100 EJI HOT;
— Huszkomonekyisipabie remapunbl (HMI): adpexTuBHOTO aHTHAOTA HET; BBOAUTCS
npotaMuH cyibdat B/B B 703e 1 mr/100 antu Xa aktuBnoct HMI', moBropro — 0,5
Mmr/100 antu Xa aktuBHoctd HMI' (mporamun cynedar unrubupyet He 6o1ee 50%
aktuBHOocTH HMI'); mpu BO3HMKHOBEHWH KpPOBOTEYECHHSI HCHIOIB3YyeTCs WHDY3Hs
cBexe3zamopokeHHo# tiasmel (C3I1) B mo3e 5-8 mi/kr.
— ¢oHmamapuH: aHTUA0Ta HET, PEKOMEHIYETCS CHUMIITOMATHYeCKas Tepamnus
(nady3us C3I1, mazmadepes).
5. Ilepeno3upoBka HeNMPAMbIX AHTHKOATYJISTHTOB (Bap(papuHa)
Hunarnoctuka: ymanuHeHue npoTpomOuHoBoro Bpemenn (IITB) wu

yBenumueHue MexayHapoaHoro HopmanuzoBanHoro otHouienus (MHO) Gonee 3.

Jleuenwue:

— ecmu MHO 3-6 (kpoBOTEUEHHE OTCYTCTBYET) — MPOMYCTUTH OJUH MPHUEM
npenapara u CHU3UTh €ro J103Y;
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— eciu MHO 6-10 (kpoBoTeueHHE OTCYTCTBYET): HA3HAUUTHh BUKACOJ
(Butamun K) B mo3e 1-2 Mr BHYTph WM MOJIKOXHO, KOHTpoiab» MHO uyepe3 12-24
yaca, BO300OHOBJIEHUE TepaIny MpU TepaneBTHYeckux 3HaueHusx MHO;

— ecniu MHO OGonee 10 (kpoBoTeueHHE OTCYTCTBYET): HAa3HAUUTh BHKACOJ
(Butamun K) B mo3e 2-4 Mr BHYTpb WM MOJKOXHO, KOHTpoiab» MHO uyepe3 12-24
yaca, BO30OHOBJIEHHE TepaIuu MpH TepaneBThYeckux 3HaueHusx MHO;

— KpoBoTeueHue Ha (one Bbicokoro 3HaueHuss MHO: BBeneHnue Bukacosa B/B
5-10mr, uady3us C3I1 (15mi1/kr) B/B Wi KOHIIEHTpaTa (aKTOPOB MPOTPOMOMHOBOTO
KOMILIeKca (ITPOTPOMILIEKC) B/B.

4.3 BpoxaeHHble H NTPpHOOpPeTeHHbIE BA30NATHHN (BACKYJIUTHI)

boae3nn Pangro-Ocaepa (HacnmencTBEHHAs reMopparuyeckas
TEJEAHTMOAKTa3Msl) - OTO HACJIEACTBEHHOE 3a0o0JeBaHUE, XapaKTepu3yloleecs
TpaHCc(OpMalMe MEJIKUX COCYJIOB B MHOXECTBEHHBIE TEJICAHTHMOIKTA3UU C
JIOKamu3aIued Ha KOXe, CIM3UCTBIX M CEPO3HBIX 000JI0YKaX, a TaKKEe HAITHYHEM
apTEpPUOBEHO3HBIX IIYHTOB BO BHYTPEHHUX OpraHax U aHEBPH3M, U MPOSBIISIONICECS
KPOBOTOYHBOCTHIO.

[lepBoe onucanue 6one3nu npuHamnexut H. G. Satton (1864), koTopoe 6bL10
no3aHee jomoaHeHo (paniysckum Bpauom H. J. L. M. Rendu (1844-1902);
anrmiickuMm BpadoMm F. P. Weber (1863-1962) u kanaackum BpadoM W. Osler
(1849-1919).

OnuaeMuosorus: 3abojieBaHUe BCTPEYAETCS BO BCEX PACOBBIX M ATHUYECKUX
IpyIIax ¢ OAMHAKOBOW YACTOTOM y MY>KUMH U JKEHILIHH.

Otuonorus: bonesnr Ocnepa-Pangio-Bebepa Hacnmemyercs mo ayTOCOMHO-
JTOMHUHAHTHOMY THUITy. 3a pa3BUTHE OOJIE3HM OTBETCTBEHHBI JBa reHa. [lepBewiil reH,
orBeTcTBeHHBIM 3a »HAorMH (ENG), pacnomaraercs Ha xpomocome 9q33-034.
Bropoit TeH, OTBETCTBEHHBIH 3a AKTUBUHOMOMOOHBIN perentop mas QepmeHTa
kuHa3bl - 1(ALK1), pacnonoxen Ha xpomocome 12q13.

[Tatorene3: Myrtanusi ynoMsiHyThIX T€HOB, YYaCTBYIOIIMX B BOCCTAHOBJIEHUU
TKaHEW U aHTHOTEHE3€, MPUBOJAUT K PA3BUTHIO AE(PEKTOB COCTUHEHUN U JIeTeHEepallun
SHAOTEIUANTBHBIX KJIETOK, CIIA00CTH MEPUBACKYJIAPHON COCIMHUTEIHLHON TKAaHH, YTO
SABJISIETCS MPUYUHOMN JuIaTalliy KalWUISIPOB U MOCTKAMWUIIPHBIX BEHYJ U TPUBOIUT
K (OPMUPOBAHHIO TEIEAHTHOIKTA3HI M ApTEPHUOBEHO3HBIX IITYHTOB.

Knnnuka: bone3Hb KIMHUYECKH MPOSBISIETCS yalle B Bo3pacte mnocie 20 Jer,
HO TIEPBBIC TMPU3HAKKM MOTYT MOSBISATHCS M paHble. TeneaHrnodKTasuu OOBIYHO
JOKIM3YIOTCS Ha CIM3UCTON 0000YKe HOca, ryd, neceH, s3bika, mek, JXKT,
PECIIUPATOPHOTO U MOYEBOTO TPAKTa, Ha KOYKE€ BOJOCHUCTON YacTW TOJIOBBI, JHUIIA,
KOHEUHOCTEM, TYJIOBUIIA, @ TAK)KE€ Ha KOHbIOHKTUBE U MOJI HOI'TSIMHU.

OOBIYHO TEJIEAHTHOIKTA3Ud UMEET pa3Mep MEHee 5 MM W MpW HaJlaBIWBaHUU
onenneer. Ilpu mopaxeHuun meEYEHHU, BCIEACTBUE COpPOCA KPOBU U3 MEUEHOUYHBIX
apTepuil 4yepe3 apTEpPUOBEHO3HbIE IIYHTHI B 0acceilH NOPTAJbHOW BEHHI,
dbopmupyertcsi moprajbHas TUNEPTEH3Us W BO3MOXKHO Pa3BUTUE LUPPO3a MEYECHHU.
ApTEpUOBEHO3HBIE IIYHTHI MOTYT NPHUBOIAUTH K apTEPUANIbHOW THUNEPTEH3UU U
CepJICYHON HEJOCTATOUYHOCTH.
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['maBHpiM  cumMnToMoM  OOJIe3HU  SIBIAIOTCS ~ 4acThle,  CIOHTaHHBIE,
YCUJIMBAIOLIMECS C BO3pAaCTOM KPOBOTEUEHMS M3 NATOJIOTMYECKHX cocynoB. Yare
BCTpeUaloTcsi HOcoBble KpoBoTeueHuss (90 %), Tak Kak TeJeaHTMIKTA3UH,
pacrioiararonecs Ha CIM3ucToi 000104ke Hoca, 00jee CKIOHHBI K KPOBOTEUEHHUIO,
4em KOXKHBIE.
Pexxe oTMedaroTcs KpOBOTEUEHUS U3 JKEITYJOUHO-KUIIIEYHOTO TPaKTa, JETKUX, TTOYCK,
MOYEBBIBOSIIUX MyTEH, KPOBOUBIUSIHUS B MO3T, 000JIOUYKH MO3ra, CETYaTKY.

HocoBbie kpoBoTeueHus ycuiauBaioTcsi Ha (OHE pPUHUTA U JPYTUX
BOCIIAJIUTEIBHBIX 3a00JIeBaHUM, MPU MEXaHUYECKUX TpaBMax, Ha ()OHE CTPECCOBBIX
CUTyallui, YMCTBEHHOTO U (PU3UYECKOT0 TEPEHAIpPSKEHUs, HEJOCTATOYHOI'O CHA,
paboThl B HOYHOE BpeMsi, TpUeMa aJIKOTOJISI U OCTPOM MHUIIH, OCOOCHHO C YKCYCOM,
KOTOPBI HapyIIaeT arperamnur TPOMOOIIUTOB, MOCIE MpUEeMa aleTHICATUITUIOBOM
KHUCJIOTHI M IPYTHX JI€3arPEeTraHTOB.

JInarHo3 HacleICTBEHHOW reMOpparnv4ecKoi TEICaHTMOIKTAa3UU MOXKET OBbITh
YCTaHOBJICH HA OCHOBAHUHU JIFOOBIX TPEX KPUTEPHECB:

- MHOXECTBCHHBIC TEJICAHTHOIKTA3MU Ha XapaKTePHBIX ydacTKax (TyObl,
POTOBAsI MOJIOCTh, HOC, YIIIHBIC PAKOBUHBI);

- MIOBTOPSIIOIINECS CIIOHTAHHBIE KPOBOTCUCHUS;

- BHUCIIEpaJbHbIe TIOpakeHUs1 - TeneaHrnodskrazuu B JKKT, pecnupatopHom
TpakTe (C KPOBOTECUCHUSMH WU 0€3), apTepPUOBEHO3HBIE IIYHTHI B JIETKUX, TICYCHHU,
TOJIOBHOM MO3T€ U MO3BOHKAX;

- CeMEHHBIN XapakTep 3a00JIeBaHNUS.

[Tpu yacThIX U OOMJIBHBIX KPOBOTEUEHHUAX PA3BUBAETCS MOCTIEeMOpparnyeckast
aHEMHs; TIPU apTEPUOBEHO3HBIX IIYHTAX - 3PUTPOLUTO3, MOBBILIEHHOE COJIEPKAHUE
reMorjio0rHa B KPOBH.

JleyeHnwue:

Jmg  OCTaHOBKM KPOBOTEYEHHN HCHOJB3YIOT JIOKAJIBHBIC BO3JICHCTBUS .
OpOLIEHUE TOJIOCTH HOca (C TOMOIIbI0 PE3UMHOBOM TPYyIIM WIA IIIPULA)
OXJaXIEHHBIM 5% pacTBOpPOM AaMUHOKAaIpPOHOBOW KHCIOTHI. TaMmoHaabl HoOca
Masi03¢h(PEKTUBHBI, TPABMHUPYIOT CIM3UCTYIO 000JIOUKY, CITIOCOOCTBYIOT OOMIIBHBIM H
OMAacCHBIM MOCJIEAYIOIINM KPOBOTEUEHHUSM, BO3HHKAIOIINM BCKOpPE TOCIE YIaleHUs
TaMmoHa.  MeCTHbIE ~ OpOIICHHWsS]  KPOBOTOYAIIEH  CIM3UCTOM  OOOJIOYKHU
TPOMOOTIIIACTUHOM, TPOMOUHOM, MEPEKUCHIO0 BOAOPOIa HEJJOCTATOYHO HAJEKHBI U B
JydllleM CJydae JHIIb Ha HEKOTOpOE BPEMs OCTAHABIMBAIOT WM YMEHBIIAIOT
KPOBOTEYEHHUE.

N3 omepaTWBHBIX BMEMIaTeNbCTB Oojiee A(DPEKTUBHO 3aMOpakHBaHUE.
CHauana BBOJAT B MOJIOCTh HOCA TEMOCTATUYECKHUIN TAMIIOH WA TYOKY, CMOYEHHYIO
B KUAKOM aszore. Jlanee mMpow3BOIAT AECTPYKLUMIO TEIEAHTMIKTAa3UU C IOMOILIBIO
KpUOAIIUIUKaTOpa C LUPKYJsANKMeil a3zora (TemmepaTypa HakoHedyHuKa —196°C);
BpeMsi Kaxnoro 3amopaxuBanus — 30-90 c. 3arem mpoBoasT 4-8 ceaHcoB (c
MPOMEXKYTKaMH B 1—2 JHS) OJHOCEKYHIHBIX PACHBUICHUH KUAKOTO a30Ta B MOJOCTH
HOCA, YTO YCTpPaHSET CYXOCTh CIM3UCTON 000JI0YKM M 0Opa3oBaHUE HA HEMl KOPOK.
[TponomxuTenbHOCTh 3 PeKkTa OT HECKOIBKUX MecseB 10 1 roaa u dolee.

Buxkacon, xyopua Kanblusi, >KEJTATUH, JAWUIUHOH HE KYyNUPYIOT U HE
NpEeIOTBPAIIAIOT KPOBOTCUCHHUM.
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[IpodunakTrika HOCOBBIX KPOBOTCUCHHUH: CIEAYyET HUCKJIIOYUTh MpPUEM
AJIKOTOJIbHBIX HAMUTKOB, BKJIIOYAas TMUBO, OCTPbIX OJona, ykcyca, mnpsiHocteil. He

pEeKOMEHJyeTCsl ~ Ha3HayaThb  JIGKapCTBEHHbIE  Mpemaparsl,  Hapyllarolue
¢yHkumoHanbHble cBoricTBa TpoMOouuToB (HIIBC u np.), a Takke aHTUKOATYJISIHTHI,
(bUOPUHOIUTHKH.

I'emopparnuyeckmii Backyaur (6one3np lllenneiin-I'enoxa) — acentuueckoe
BOCIIAJICHUE MEJIKUX COCYJOB, OOYCJIOBJICHHOE TOBPEKAAIONIUM JICHCTBUEM
MMMYHHBIX  KOMIUIEKCOB,  NIPOSIBIISIIONIEECS  TEMOpparusiMi,  HapylUICHHEM
BHYTPHUCOCYAUCTON F€MOKOATYJISIIIUA U MUKPOLIMPKYJIATOPHBIMU PACCTPOKMCTBAMM.

Omuonoeus 3a001eBaHus HeU3BeCTHA. Bo3MOXkHA CBSI3h CO CTPENTOKOKKOBOM
u BupycHoi uH(pekuuen. [IpoBonupyromumu dakTopaMu Hapsay ¢ HHPEKIUSIMU
CIy’KaT NPUBUBKM, MUIIEBAs W JICKAPCTBEHHAS aJUIEPrusi, OXJaXIECHUE, TPABMBI,
YKYChl HACEKOMBIX, HWHCOJSIUS, CEHCUOWIM3alUsl DHIOTCHHBIMU OelKkaMu U
MeTabonuTamu. B ciydasx XpoOHMYECKOT0 TEUCHHSI UMEIOT 3HAUYCHNUE ayTOMMMYHHBIEC
MEXaHU3MBI.

OCHOBHOE 3HAYE€HHME MPUAACTCA TMOBPEKIAIOIIEMY JACHCTBUIO HAa COCYHABI
HU3KOMOJICKYJISIPHBIX KOMILJIEKCOB aHTUI€H — aHTuTeso. [Ipu 3ToM moBpexaaeTcs
SHJIOTENNWA, AaKTUBU3UPYETCS CHUCTEMAa KOMIUIEMEHTa M CHCTEMa TI'€MOCTasa.
O6pasyromuecs: XeMOTaKCHUeCcKue (aKTOpbl MPUBOIAT K PA3BUTHUIO aCENTHYECKOTO
BOCTajeHus. BackynmuT mpoTekaeTr mo Tumy TpomOoBacKyiauTa ¢ (HUOPUHOUIHBIM
HEKPO30M, MEPUBACKYISIPHBIM OTEKOM, OJIOKaI0M MHUKPOLUPKYJISAIHUU, TITYOOKUMU
TUCTpOUYECKUMH W3MEHEHMSIMH U TeMopparusiMu. B mpomecc Moryt ObITh
BOBJICUEHBI COCY/IBI JIF000I 001aCTH, B TOM YHUCJIE JIETKUX, MO3Ta U €ro 000JI0UeK.

B knunuueckoui kapmume BBIIEIAIOT CIEAYIOIIUE OCHOBHBIE CHHAPOMBI:
KOXHBIH, CyCTaBHOHN, a0 JOMUHATBHBIN ¥ TTOYCUHBIH.

Kooicnuiti  cunopom BeTpedaercss Hambojee YacTO M XapaKTepU3YeTCs
CUMMETPHUYHBIM TOSIBICHUEM Ha KOHEYHOCTSX, SATOAULAX M PEeXEe Ha TYJOBHUILE
NECTPOM TEeMOpPPAru4ecKOM ChIIIA BACKYJIUTHO-NYPIYPHOIO THMA, HWHOIAA C
YPTUKapHbIMU 3jieMeHTaMu. [Ipu HagaBIMBaHUM 3JIEMEHTHI CHIIIA HE HUCYE3AIOT U
OCTaBIIAIOT MOCTE Ce0s JUIUTETHHO COXPAHSIONIYIOCS MTUTMEHTAINIO (TEMOCHUIEPO3).

Cycmagnoii cuHOpom BO3HUKAET YaCTO BMECTE C KOXKHBIMU MPOSIBICHUAMU
WM CIIyCTd HECKOJIBKO 4YacOB WM JHEW Iociie HUX. B KpymHBIX cycraBax
oTMedaeTcss 00lb pa3HOW HMHTCHCHBHOCTH. Yepe3 HECKOJBKO JHeld O00ib, It
KOTOPOM XapaKTepHA JIETy4YECTh, UCYE3AET, HO MPHU HOBOW BOJIHE BBICHIIAHUN MOKET
BO3HUKHYTHb OIIATb. B psze cilydaeB CyCTaBHOE IIOpaXK€HUE XapaKTepU3yeTCs
CTOMKOCTBIO M YIIOPCTBOM, HAITOMHUHASI PEBMATOUIHBIA MOJIUAPTPUT.

Ab0omunanvrvlli cundpom vanie HabmrogaeTcs y aereir. OCHOBHOM MpPU3HAK —
007b B JKMBOTE, MOCTOSIHHAS WM CXBaTKOOOpas3Has, WHOTJAa O4YeHb MHTCHCHBHAS.
OOycnoBiieHa 00JIb KPOBOU3JIUSHUSIMU B CTEHKY KHWILIKH, TeMOpparusiMd B
cyOcepo3HbIii ClIol U B OpbIkeiiky. KimHuYeckn 3T0 mposBIISIETCSI KPOBABOM PBOTOM,
MEJICHOW WJIM HAJIMYKEM CBEXEeW KpPOBU B Kajie. MOryT ObITh TEHE3MbI U YACThIN CTYI
WM, Ha000poT, 3a7epxkka cryna. C camoro Hayaina ompejaensieTcs Juxopanaka. [Ipu
OOMJIBHBIX KPOBOTEUEHMSIX PA3BUBAIOTCS KOJUIANC M OCTpasl MOCTreMopparudeckas
aneMusi. B koarynorpamme onpeaensieTcs rurnepTpoMOOLMTO3 U TUIEPKOATyJISIHS.
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Y  3HauuTenbHOM ~ YacTM  OOJIbHBIX  aOJIOMUHANBHBIA  CHHIPOM
HEMPOAOJDKUTENIEH U MPOXOAUT B T€UeHHE MNepBbiX 2 — 3 aHeu. [lepuoasl cunpHON
00 MOTYT uepenoBaTbcsi ¢ 0€300J€BBIMM MPOMEXKYTKaMH, MPOAOIKAIOIIUMUCS
okoJio 1 - 3 gacoB. OT0 obseryaet nuddepeHnunanuo abJOMUHAILHOIO CUHIpPOMA C
OCTPBIMH XUPYPTHUECKUMU 3a00JI€BaHUSAMHU OPTraHOB OpIOIIHOM nojgocTu. OcoOeHHO
TpyaHa Takas AuddepeHuuanus npyu OTCyTCTBUM KOXXHO-CYCTAaBHBIX IPOSBICHUN U
HaJIMYUKA CHMITOMOB pasJpaxeHus OpromuHbl. Yame Bcero a0JoMUHANIBHBIN
CUHAPOM CHUMYJHPYET OCTPYI KHILIEYHYIO HENPOXOJUMOCTh (MHBarMHalLUIO),
anneHANINT, TpoOoeHre 3Bl xenynka. JAuddepenuuanbHas JuarHocTUKa TPYyIHA
enie ¥ MOTOMY, YTO CaM TeMOpPparMuyecKuil BacKyJIUT MOXET CTaThb MNPUYHUHOUN
pa3BUTHS BCEX MEPEUUCICHHBIX 3a00JIEBaHUI OPraHOB OPIOIIHOMN MOJIOCTH.

Lloueynviti cunopom. TlopakeHue MoyeKk MpPU TeMOPPAruyecKOM BACKYJIHUTE
ABIIAETCS HauboJee  Cephe3HbIM OCIOKHEHHEM, TaK KaK MOXET MPUBECTH K
Pa3BUTHIO OCTPOM WM XPOHMUYECKOW MNOYeyHOM HenoctaTtoyHocTH. [lopaskeHue
NOYEK KIMHUYECKH MOXKET MPOTEeKaTh IO THUILY OCTPOro, IMOJOCTPOrO, PEeXe —
XpPOHUYECKOTO rioMepylioHedputa. OCHOBHBIMU KJIMHHUYECKUMHU TPU3HAKAMU
NOpaXXEHUsI TIOYEK SBJISETCS MHKPO- WJIM MakporemMaTypusi, coueTaroumascs ¢
YMEPEHHOU IPOTEUHYPUEU, HUITUHIPYPHUECH.

Hapsiny ¢ mepeuncieHHbIMM CHUHAPOMaMHU BO3MOKHO MOPAaKEHUE JIETKHUX,
CEPJIEYHO-COCYIUCTON M HEPBHOW CHCTEMBI.

B kposu cneunduueckue W3MeHEHUS HE BBIBISIOTCSA. OOBIYHO JIUIIL MPHU
TSKEJIOM  TEUEHWU  OOHAPYKUBAIOT THUIOXPOMHYIO  aHeMHUIO  (BCIEJCTBUE
KPOBOTEUEHUN WIIM MOPAXKEHUS MOYEK), JTEHKOIMTO3, CIBUT JIEUKO(DOPMYIIbI BIIEBO.
KonudecTBo TpoMOOIMTOB B Mpenesiax HOPMBI WJIM MOXKET OBITb CHUIKEHO 3a CUET
dbopMupoBaHusi TpPOMOOLMTONEHUH TOTpeOaeHus. I[lapamerpsl KoaryiaorpaMMbl
(BpeMsi cBepThIBaHUSI KPOBH, BpeMs peKalbIU(UKAIIUU, IPOTPOMOMHOBBIA HUHACKC)
HE U3MEHEHBI. [Tpu reMopparudeckomM BaCKYJIUTE OTMEYaeTCs
runep@uOpUHOTEHEMHSI, YBEIUYEHUE COJCPKAHUA MHUPKYIUPYIOMIUX HWMMYHHBIX
komruiekcoB (LI1K).

Jlewenue.  OOsi3aTenbHa  TOCHHUTANM3AIMS U COOJIIOJICHHE  CTPOTOro
MOCTEIBHOTO peXuMa He MeHee 3-X Henenb. Crenyer u30eraTb OXJIaXKICHUS,
MUIIEBBIX M JIEKAPCTBEHHBIX AJUIEPreHOB (AaHTUOMOTHKH, CyJIb()aHUIAMHUIBI,
BUTaMHUHBI). ba3MCHBIM METOJIOM JIEUEHHS SIBISIETCS FeapuHOTEpanusl B MUHU-03aX
— 1o 300-400 exn./xr B cytku. [Ipu HemoctaTounoit s3ppekTuBHOCTH A03y Mpemnapara
yBenuuuBaoT no 100 en./kr B cytku. Eciu um B 3TOM ciyyae He JoCTUTaeTcs
xemaembld dQdekr, kK nedennto noakmodaroT Tpanchysuu C3IT mo 300 — 400 mo.
IIpy TsKenoM TeueHUH 3a00J€BaHUA PEKOMEHAYETCS IPUEM IPEAHU30JI0HA
KOpOTKUM KypcoM (3—5 nHei). OO0sA3aTE€NbHO «IPUKPBITHE)» TaKOW Tepanuu
Ha3HauYeHHEM renapuHa. Xopomui d3hexT oka3piBaeT JeueOHbIi mazmadepes.
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TecToBbI€e 3a1aHUA

01. nst amarHocTHKY reMouiinu UHPOPMATUBHO:
1) onpenenieHne BpeMEHH CBEPTHIBAEMOCTH;

2) onpeiesieHne BpEMEHH KPOBOTEUEHHUS;

3) ompeienieHre MIa3MUHOTEHA;

4) onpenenenue AUTB.

02. 'emounus sBusieTcst?

1) mpruoOpeTeHHOM KoarynonaTuei;

2) HACJIEJICTBEHHOM KOaryJIonaTHEewH,

3) HaCJIeICTBEHHOW TPOMOOIIUTOIATHEH
4) npuoOpeTeHHO TpOMOOIIUTOTICHUEH

03. lepumut xakoro axkropa CBepThIBAaHUS BBISBIsETCS MPpU reModunum A?
1) dakrop VIII

2) daxtop IX

3) daxTop X

4) daxrop XI

04. Kako#t npenapar Hamboiee >QQPexkTHBEH UIsi OCTAHOBKM KPOBOTEUEHUS IpU

remopunuu A?

1) sTamM3uiIaT HaTpHS,

2) aMUHOKAITPOHOBAsI KUCJIOTA,

3) npenapat VIII ¢akTopa cBepThIBaHUS;
4) BUKAcoOJ.

05. [l AMarHoCTUKY TeMOGUIINY HE TPUMEHSETCS:
1) onpeneneHue BpeMEHH CBEPTHIBAEMOCTH;

2) ompenernieHnue BpeMEHH KPOBOTCUCHHS,

3) onpenenenue ypoBHs VIl dakropa cBepThiBaHus;

4) onpenenenue AUYTB.

06. Kakoii TUIT KPOBOTOYMBOCTH XapaKTePEH s TeMOGUITUU:
1) reMaTOMHBI;

2) neTeXuaabHO- TSI THUCTBIN;

3) aHTMOMATO3HBI;

4) CMEIIaHHBIN.

07. IlaToreHes UMMYHHOUN TPOMOOIIMTOIICHHH O00YCIIOBIICH:
1) HemocTaTOYHBIM 0Opa30BaHUEM TPOMOOIIUTOB;
2) TOBBIILIEHHBIM NTOTPEOIEHHEM TPOMOOLIUTOB;
3) pa3pylieHueM TpOMOOIIUTOB aHTUTEAMH;
4) HaceCTBEHHBIMU HApYIICHUSIMHI 00pa30BaHUsl TPOMOOIIUTOTIOSTHHOB;
5) MexaHM4YECKOW TPaBMOM TPOMOOIIMTOB BCIIEICTBUE YBETUUEHUS CETIE3EHKU.

08. Jlms reMopparnyeckoro BacKyJauTa XapaKTepHO:
1) reMaTOMHBIN THUII KPOBOTOYMUBOCTH,
2) BaCKYJIUTHO-TTYPIYPHBII TUIT KPOBOTOUHUBOCTH;
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3) yIUTMHEHHE BPEMEHU CBEPTHIBAHMUS;
4) cHIKEeHHE TPOTPOMOMHOBOTO UHIEKCA;
5) TPOMOOLIUTOTICHUS.

09. K npenapatam, criocOOHBIM BBI3BaTh TPOMOOIIUTONIEHUIO, OTHOCSTCS:
1) aneruncanuuuaoBast KUCIOTA,

2) Opyder;

3) dbypocemu;

4) UHIOMETalUH;

5) BCE MEPEYUCIICHHBIE.

10. Tlpu nepBUYHON UMMYHHON TPOMOOIIMTONIEHUH ;
1) uncno MerakapuoOUTOB B KOCTHOM MO3I€ YBEIMUYEHO;

2) 4UCII0 METaKapHOIMTOB B KOCTHOM MO3T€ CHI)KEHO;

3) XapakTepHO yBEIUYCHHE ITCUCHH,

4) MO’KET BO3HUKHYTh THIIOXPOMHAsl aHEMHUSI.

11. HapymieHus TpOMOOIIMTaApHO-COCYJIUCTOTO TE€MOCTa3a MOKHO BBISIBUTH IPHU

OIPCAC/ICHUN .

1) BpeMeHU CBEPTHIBAEMOCTH;
2) BpeMeHH KpPOBOTECUCHHS,
3) TPOMOMHOBOTO BPEMEHHU;
4) TIa3MUHOT€HA.

12. Tlpu xkakom 3a00JIeBaHUU JJIS JICUCHHUST TPOMOOIIUTOIICHHUH 11€JIeCO00pa3HO

IMPOBCACHUC CILJIEHDKTOMUH ?
1) remoduns;

2) 6one3ns Panmio — Ocnepa;

3) 6one3ns lllennelin — I'eHoxa;
4) uMMyHHAast TPOMOOITUTOTICHHSI.

13. I UMMYHHOU TPOMBOLIMUTOITEHUN XAPAKTEPEH:
1) reMaTOMHBII TUIT KPOBOTOYUBOCTH;

23 MeTeXUalbHBIA THI KPOBOTOYMBOCTH;

3) BaCKyJIUTHO-IYPITYPHBIN THUI KPOBOTOYMBOCTH.

14. KAKOU ITPEITAPAT VJIVUIHAET ®YHKINIO TPOMBOLIMTOB:
1) aMMHOKANpPOHOBAs KUCIIOTA;

2) BUKaco

3) aTam3uiIaT HaTpHsI

4) acKOpyTHH.

15. B JIEHEHVM UMMYHHOU TPOMBOLIUTOIIEHUU:
1) 3¢ heKTUBHBI MTFOKOKOPTHKOCTEPOUIBL;

2; CIIEH?KTOMMUS He 3(ppekTuBHa;

3) IUTOCTAaTUKU HE IPUMEHSIOTCS;

4) npuMeHsieTcs: BUKACOJL.

16. COCY Il KAKOI'O KAJIMEPA TIOPAXKAFOTCS ITPY BOJIE3HU IIEHJIEMH-TEHOXA?

1) kpynHbIe;
2) cpeaHue, MBIIIEYHOTO THIIA;

3) MeJKHe - KamWUIAPBI U apTEPHOJIBL.

17. Kakue BubI IPUOOPETEHHON KOATYJI0TIaTUX BO3MOKHBI?
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1) nmevyeHOYHas KOAryJI0naTus;

2; ypeMHUEeCcKas KoaryjaonaTus;

3) mepeno3upoBKa AaHTUKOATYIISTHTAMU;
4) Bce epeynCIICHHbIE

18. Kakoii metog HazHaueHnus: ['KC npu UTII He ucnonezyerca?
1) npenuuszosnon 0,5-1,0mr/kr 2-4 Henenw,

2) nexcameTa3oH 40mr/cyt — 4 nHs;

3) ruapokoptusoH 120mr/cyT;

4) mynbc-Tepanus metunpenom 500-1000mr/cyT

19. Kakoii MeTo/1 OCTaHOBKHM HOCOBOT'O KpOBOTe4eHUs npu Oone3nu Panmgro-Ocrnepa

HauOonee 3¢ pexTrBeH?

1) Tamnonaza Hoca,

2) IpWKHUTaHUE CIIM3UCTON HOCA,

3) opomIeHne CIU3UCTON HOCA OXJIaXIEHHBIM 5% PacTBOPOM aMHUHOKAIIPOHOBOM KHCIIOTHI,
4) opomienue cnuzuctoi Hoca 33% pacTBOpOM MEPEKUCH BOJOPpOIa

20. Kakue reMoCTaTUKU HE UCTIOIB3YIOT TIPU TPOMOOIIUTONIATUN?
1) TpaHeKkcaM, aMHHOKAIPOHOBAs KMCJIOTA;

2) TAIUHOH, TaM3UJIaT HATPHUS;

3) BHKAcoJI, KAJIBITUS XJIOPHI;

4) necMoIpeccuH

TAJ0HbI OTBETOB

01-4 | 02-2 | 03-1 | 04-3 | 052 | 06-1 | O7-3 | 08-2 | 09-5 | 10-1

11-2 | 124 | 13-2 | 14-3 | 151 | 16-3 | 17/-4 | 18-3 | 19-3 | 20-3

3apauyaNel

bonbhoii C., 20 neT, ToCnUTaIU3upoBaH ¢ kano0aMu Ha 00 U MPUMTYXIIOCTh
IIPABOT'O KOJIEHHOT'O CyCTaBa.

B anamHe3e — ¢ paHHEro JIETCKOro BO3pacTa 4YacTble KPOBOMBJIMUSHHUS B
CyCTaBbl HIDKHUX KOHEYHOCTEH, TeMaToMbl B MecTax ymubOoB. HacrmencTtBeHHOCTh
OTATOIICHA - POAHON OpaT W N1 MO JIMHUW MAaTepu YMEPIIM B MOJIOJJOM BO3pacTe
U3-32 KPOBOTCUCHHUSI.

OOBEKTUBHO: KOXKHBIE TTIOKPOBBI OOBIYHON OKPACKH, HA KOXKE MPaBOW TOJICHU
KpynHas remaroma. KojeHHble cycTaBbl, OoJibllie TpaBbii, aedopmupoBanbl. Koxka
HaJ[ TPaBbIM KOJICHHBIM CyCTaBOM TUIIEPEMUPOBAHA, TOPSYAs HA OIIYIb, ABUKCHUS B
ATOM CYCTaBe OrpaHUuYeHBbI U OoJe3HeHHbl. [lepudeprueckune muMdpaTHIECKUE y3iIbl
HE YBEJHMYEHBbL. B JErkux JbIXaHUE BE3UKYJISIPHOE, XPUIbl HE BBICIYLIUBAIOTCS.
Yactora apixanus 18 B muHyTy. TOHBI cepAua MPUIITYLIEHbl, PUTM MHPaBUIbHBIN.
Yactora cepaeunbix cokpamienuit - 90 B munyty. AJl — 110 u 70 mm prt. ct. XKusot
MATKUH TIpH maibnanuu, 0e30osie3HeHHbIH. Moda (co CiI0B OOJBHOT0) OOBIYHOM
OKpacKH.

B anamuse kposu: Hb 110 r/n., ap. 3,0 x 10%%/n., neiik. 5,7 x 10%mn., n. 4 %, c.
62 %, muMd. 28 %, M. 6 %, tpombormTel 200,0 x 10%1., COD 20 mM/4. Bpems
CBEpThIBaHUS KpOoBU 17 mMuH., Bpems kpoBoreueHus 5 muH, AUTB 55 cex., TB 90
CEK.

Bomnpocsr

1. Kakoli reMopparuueckuii guaTe3 UMEeTCsl y nanueHTa’?

2. Kakue momomHuUTENbHBIE Ja0OPATOPHO-MHCTPYMEHTATBHBIC HCCIEIOBAHUS

MOHO Ha3HAUYUTh OOJLHOMY JJIsl YTOUHEHHS AUarHos3a’?
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3. C xakumu 3a00JI€BaHUSIMH CIEAYEeT MPOBOAUTH U DEpEeHIHATBHYIO
JTMArHOCTHUKY ?
4. JleueHue u ero 00OCHOBAHHUE.

3agaua Ne2

Bonwnas B., 25 net, oOpaTuiack K y4acTKOBOMY TEpameBTy € KajlobaMu Ha
JacThIe CIIOHTAaHHBIC HOCOBBIE KPOBOTEUYCHHS, KPOBOTOUYMBOCTH JCCEH, MOSBICHUE Ha
KOXXE€ MEJKHX TI'eMaToOM IIoCJie YIIMOOB, OOWMJIbHBIE MEHCTpyaruu. V3meHeHus
MOSBUJTMCH MECSIT Ha3a/I IMOCIIE TTUTSIIBHOTO MPEOBIBAHMS Ha COJTHIIE.

OOBEKTUBHO: KOXKHBIC TTIOKPOBBI OOBIYHOM OKPACKH, Ha KOXE TOJICHEH, CTOIT U
KUBOTA OIPEACISIOTCS MHOKECTBEHHBIC TI'e€MOpPparudl IEeTeXHAJIbHOTO  THIIA.
[lepudepudeckue mumdarnueckue y3iabl HE yBelnWYeHbl. Ha cimsucroit 00omouke
POTOBO TOJIOCTH MHOKECTBCHHBIC MEITKOTOUYCUHBIC TeMOpparuu. B Jerkux apIxaHue
BE3HMKYJIIPHOE, XPHUITBI HE BBICTYIMUBAIOTCA. YacToTa apixanus 16 B MuHYTY. TOHBI
cepJilla MPUTITYIICHBI, PUTM TPaBWIbHBIA. YacToTa cepieuHbix cokpamieHuii - 80 B
muHyTY. AJl — 120/70 MM pT. cT. JKUBOT MSITKHI MpH HajbHanuu, 0€300J¢3HCHHBIH.
[Teyenn u cene3eHKa He MAIBIUPYIOTCS. Mova (co c10B 00JIBHOW) OOBIYHON OKPACKH.

B anamuse xposu: Hb 110 r/m., ap. 3,0x10%%/n., neiix. 5,5x10%n., n. 4 %, c.
60%, mumd. 30%, M. 6%, Ttpomboumtel 30,0x10%1, COD 20mm/u4. Bpems
CBEPTHIBAHMS KPOBH 8 MUH., BpeMs KpoBoTeueHus 10 MuH.

Bompocsl

1. Kakoii remopparuyeckuii 1uaTe3 UMEeTCs y MallueHTKH ?

2. C xakumMu 3a00JIeBaHUSIMH CJIENYeT MPOBOAUTh U] depeHInaTbHYIO
JMarHOCTUKY ?

3. ITlepeuncnute HEOOXOAMMBIE METOABI OOCIENOBAaHUS JJI YTOUHEHHUS
JMarHo3a.

4. JledyeHnue u ero 000OCHOBaHUE.

3agaua Ne3

bonpnas C., 28 mner, oOparmiach K Bpady C jkajobamMu Ha OOId B
TOJICHOCTOIIHBIX CYCTaBaX, IOSIBICHHE Ha KOXE HIKHUX KOHEUYHOCTEM MEJKUX
BBICHITAHUN. MI3MEHEHUs TOSABUIMCH OKOJIO 3-X JHEH Hazaj Mociie MepeHECEHHOU
aJICHOBUPYCHOM MH(EKIINH.

OOBEKTUBHO: KOXKHBIE TIOKPOBHI OOBIYHON OKPACKH, Ha KOXKE TOJICHEH, CTOM U
Oenep ONMpenensaIOTCs] MHOKECTBEHHBIE OAarpoBbI€ BHICHITAHUS TAIYJIE3HOTO TUIIA, HE
compoBoXjawmuecss 3yaoMm. I[Ipu HagaBIMBaHUU ChIIb HE MCYE3a€T, HMEET
cuMMeTpu4IHbIN Xxapakrtep. [lepudepudecknue muMdaTHdecKue y3iabl HE YBEITUUYCHBI.
l'oneHocTonHble  CcycTaBbl  OTE€YHblE, OOJe3HEHHble. B Jerkux JbpIXaHue
BE3UKYJISIPHOE, XPUIIBI HE BBICTymuBaroTCA. Yactora npixanus 18 B munyty. ToHBI
Cep/illa MPUTITYIIEHBI, PUTM TPAaBWIbHBINA. YacToTa ceplieyHbIX COKparieHuil - 82 B
muHyTy. AJl — 120/70 MM pT. cT. )KUBOT MATKUH NpH nayibianuy, 0e300J1e3HCHHBIH.
[leuenb u cene3eHka He NagbNUpyOTCs. Moua (co c0B O0JIbHON) 0OBIYHON OKPACKH.
Hapymienuii ctyna He ObL10.
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B ananuse kposu: Hb 125r/x., sp. 3,5x10%%/n1., neiik. 6,5x10%m., n. 5%, c. 70%,
mam@. 15%, m. 5%, tpombouuTer 230,0x10%1, COD 20mM/4. Bpems cBepThIBaHUS
KpoBHU 9 MHH., BpeMsl KPOBOTEUEHHUS 4 MUH.

Bomnpocsr
1. Kakoii reMopparuueckuii 1uare3 UMeeTcsl y NallueHTKH ?
2. C xakuMmMu 3a00J€BaHMSIMU CJEAyeT MPOBOAUTH U dEepeHINATBHYIO
JIAArHOCTUKY?
3. Ilepeuncnure HeoOXOAMMBIE METOABI O0OCIEIOBaHUS MJI YTOYHEHUs
JMarHosa.
4. Jleyenue u ero 00OCHOBAHHUE.

Hpunoxenus

Tabmumna 1

HopmasabHbie moka3atesu nepudepuyeckol KPpOBU B3POCJI0ro YeJ0BeKa

IMoka3zaTenn [Ton AOCOJIOTHOE OTHOCHUTEIbHBbIE
KOJINYECTBO BEJIHYMHBI
DPUTPOLUTHI M 4,0-5,5x10%/n
K 3,5-4,5x10%%/n
I'emornoOuH M 130-160 r/n
XK 120-150 r/n
LIBeTOBOI MOKa3aTelb 0,85-1,05
I'emaTokput M 40-48%
X 36—42%
PeTukyonuTh 2-12° 4,
O0BEM PPUTPOLIMTOB M 20-36 mu/kr
XK 19-31 ma/kr
TpomGouThHI 150-400x10%n
JIefiKoIuThI 4,0-8,8x10%/n
[TanouKosiepHbIe 0,04-0,3x10%n 1-6%
HEHUTPODUITBI
CerMeHTosiiepHbIE 2,0-5,5x10%n 45-70%
HEHUTPODUITBI
D03UHOPUITBI 0,04-0,35x10%n 1-5%
BazoQuisl 0-0,09x10%n 0-1%
JlumponuTel 1,2-3,5x10%n 18—-40%
MOHOLUTHI 0,08-0,60x10%n 2-9%
COD M 1-10 mm/g
X 2—15 Mmm/g
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Tabnua 2

HopMmaJjibHble oKa3aTejim MUeJI0rPpaMMbl
(MyHKTaTa KOCTHOI'0 M03ra) 310POBBIX JI0Aei

Kinerounbie 3J1eMeHTBI

Conepxanue, %

108

HenuddepenumpoBanusie 6:1acTbl 0,1-1,1
Mueno0iacThl 0,1-3,0
o § [TpOMHETOIUTHI 0,5-5,0
%ﬁ 8‘ HetitpodunbHble MUEIIOIUTHI 7,0-20,0
o o) HeiitpoduiibHbie MeTaMUEIOIUTHI 8,0-18,0
= = [TamoukosinepHbie HEUTPOPUITBI 9,5-23,7
s L CermeHTosIACpHBIC HEUTPODUITBI 12,0-24,0
g =
=t = D03UHO(PUIBLHBIE MUEITOIIATHI 0,5-4,0
Q o
= 5 D03UHO(PUITBHBIE METAMHEIIOIIUTHI 0,1-2,2
E [TamoukosimepHbie 303UHODUIIBI 0,0-2,0
[@TYa)
; = CerMmeHTOsIACPHBIC 03MHO(UITBI 0,1-5,0
= = bazodunbHbIe MHEIIOIUTHI 0,0-0,1
o =
g o bazodunbHBIC METAMUETOIUTHI 0,0-0,3
=) [TanoukosiaepHbIE U CETMEHTO— 0,0-0,5
siepHbIe 0a30(HITBI
S 4 [TposputpobacTs 0,2-1,0
L a 9 bazodunbHbIe 5pUTPOOIACTEI 0,8-3,5
=
S o [TonuxpomatopuiabHbIE 3PUTPOOIACTHI 7,5-15,0
SR 6 _
S 2 £ ¥ o OxcuduibHbie 5puTpOOIaCTSI 0,1-1,0
= Q E o\
o = 8 & —t INonuxpomaroduinbHbie HOPMOOIACTHI 6,0-15,0
2 22 8K o
= KCU(UITbHBIC HOPMOOJIaCcThI 0,0-1,0
JlumbonuTel 6,0-15,0
MOHOIUTEI 0,1-2,5
[Ima3zmaTuueckue KiIeTKU 0,0-1,5
MerakapuOIHTHI 0,3-0,5




KonnuecTBo MerakapuoiuToB B MK 50-150
KonnuecTBo MHEIOKapUOLIMTOB 42,0-195,0
(KJI€TOYHOCTHh KOCTHOTO MO3Ta)
B ThIC. B | MKII
CooTHolIeHUE JTEHKOIUTHI/ IPUTPOITUTHI 3:1-4:1

Ta6numa 3

HopmanbHble noka3aTesin cBepThIBaKOIIell CHCTEMbI KPOBH

IToka3artens Hopmanbnbie Metop onpeneneHus
KoJeOaHus
Komnuecto TpombonuToB | 150-400 x 10%/n
Bpems (aiutenbHOCTS) 2-5 MUH 1o J{proky
KPOBOTEUCHUS
Bpewms cBepTeiBanus kpoBu | 5-10 MuH o JIu-Yaiur
3-5 MuH o CyxapeBy
Bpems pexanbuudukarnuu | 60-120 cek no bepreprod, Poka
wia3mel (BPIT) 80-140 cex o Howell
AKTHUBHUPOBAHHOE BpEMS 50-70 cex Oorartas TpPOMOOIIMTaAMU TIJIa3Ma
pekabiuduKanuu (Kao- OeaHas TPOMOOIIUTAMHM TUTa3Ma:
JIMHOBOE BpEMsI) 77-116 cex C HECAHKI[MOHUPOBAHHBIM
KaOJIMHOM;
60-102 cex C JIETKOM (hpakimeit KaoauHa
KonnenTparus 2-4 1/ no Pyrbepr (Mommdbukamms
dbubpuHOoreHa KoroBiukoBoii-@egopoBoii)
OubpUHOIUTHYCCKAS 8-20% o KoropmukoBoi, Ky3Huk
AKTUBHOCTb LEJIBHOM
KPOBU
Bpemss mm3uca cryctka | Ot 2 go 4 uacos | mo KoBapxkeky
(Bpemst JU3Wca | HOpMa  BapbuUpYeT,
3yra00yINHOBOM omnpeaenseTcs
dpaxiun) UHANBUAYaTbHO B
KaKou
nabopaTopuu
ITpoTpoMOrHOBOE BpeMmsi 11-15 cek
[TIporpomOuHOBEIN nHAEKC | 93-108% o KBuky

MHO

omm3ko k 1,0mn< 1,4

TpoMOuHOBOE BpeMmsi

IIpY AKTHBHOCTH

TpomOuHa 13-15 cex AOMKHO
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COBMAJaTh C BPEMEHEM peKAIbLIM(PUKALNH I1JIa3MBbl,
pyu aKTUBHOCTH TpoMOuHa 30 cex oTkiaoHeHue ot BPII
HE JIOJDKHO MPEBBINIATH 4 CEK

TonepanTHOCTh Ma3mel K | /-11 MuH no Curr (0JHONTPOOUPOUHBII)
refnapuHy

®daxkrop Buinebpanna 90-180%

Antutpomo6uH |1 85-115% no Abildgaard

Perpaknus KpOBSIHOTO | 66-88% no Ky3nuk-KoToBmukoBoi
Cr'yCTKa 48-64% no banyna ¢ coaBr.

AUYTB 30-42 cexk

DTaHOJIOBEIN TECT (-) o Godal ¢ coaBT.

DEHaHTPOJHUHOBBIN TECT

27,2-40,3 mxr/mi

110 Momot, EJIBIKOMOBY C COAaBT.

CXEMA KPOBETBOPEHUSA
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Puc. 1 Cxema KpoBeTBOpeHUA
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Cocyducmo-mpomboyumapHeili 2emocma3s

KposeHocHbiM cocys o

1. Nespexgenve Y
IHAOTENMA
4. Mameusnne
1popmel TpomBOUMTOB
2. Agreans TROMBOUMTOR

A

Axtusauun TpomBouuTos

A

Jamepnenre KPOBOTOKS

3. OBposoaanme
MEAUATOROE

5. Heobpatumas arperauus
pomMBouMTOR © NnoCneRy ke
dopmuposanmuen Tpomba

BaozokoHcTpHKLMA

A

DB Cepom
ToOP

~ Ao
DAT

Mpumeyarus. BB — darkrop Bunnebpanga, TOP — tpombBountapkui doktop
pocra, TXA, — tpombokcan A, AT — dakrop aktHeaumu TpomMBoUMTOS.

Jranbl cocyaucTo-

“MocTuvri”
:c/ (chakTop BunneSparaa
w ap.Genku)

PeugnTopkl
Ib TpomGoumTOB

AKTUBUAROBAHHBLIA
TROMOOLMT

BonokHa konnaresa

Puc. 2 Cocyaucro-TpoMOOIUTAPHBIN reMoCcTa3
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KoarynsiuMoHHbIN remocTa3s

MoBpexpaeHue cocyaa

BHewHAsa (TkaHeBas) BHyTpeHHsAA (KpoBsiHas)

l

PaspylueHne TPOMGOLUTOB M 3pUTPOLUTOB

I pasa TkaHeBoO# TPOMGONNACTUH TpPOMBOUUTAPHBIN U 3PUTPOLUTAPHBINA
(docchonunuabi) TpoMmbGonnacTuH

+~——— V|I+Ca2* <+« Xli+XI

‘ v <+«— [IX+VIlI+ CaZ*+3
— X «—— X+V+ CaZ*+3
TkaHeBasi NpoTpoMGMHa3a KpoBsiHasinpoTpoM6uHasa
' » X V Cazte— ]
Il hasa MpoTpoMGuH > TpOMOUH
|
Caz
Il pasa dUGPUHOTEH DUBPUH DuUbpuH » OKOHYaTenbHbIN
MOHOMep nonumMep unGpuH
(chnMOpUH «S») (chmnbpuH «l»)

Puc. 3 Il.1a3MeHHO-KOAryJISUOHHBIN remMocTa3s (cxema)

Cxema ¢pubpuHonusa

BrympeHrul Mexanuim BrewHull mexanusm
AKTHUBaTOpPbLI

Xil — Xlla - XIIf

Kannukpeun
MpexkannukpenH | _, +
+

+
MpoakTusarop

AkTuBarop
v

MnasMmUHOTeH | Axmunnasmumel | paga
(cL,-aHTMNNAIMKK 1 Bp.)

MHrueuTop |
Tpancopmaumn | il

NMNMA3IMWUH

HHrusuropel |l paga

Puc. 4 Cxema ¢pudpuHoN3a
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Puc. 5 'unoxpomusi 1 MUKPOIUTO3 3pUuTpouuToB npu KA

MPOBOCTANATENLHbIE LMTOKKH HOH-y

(GHO, WN-1 1 UN-6)
\A V Temonoas

o \ Timouns
’ﬁ@ ' Boipatotka /

BakTepHansHbie nunononcaxapuay, P NOH-q,
Sald

3PHTPON03THHA
A CuHTes rencianHa '
(npemmywLectaento UN1-6) % a
() \ BeackiBarute xenesa Aremia

B KHLeYHIKE Q /Y

MepepacnpepeneHie Xenesa  A6N0 U3 LHDKYALIH, HAKONEHHE Xenesa B SHTEPOLIMTAX,
MaKpOarax 1 renaroLmrax

Puc. 6 IlaTorenes anemMuu XpoOHHYECKHUX 3200/ 1eBaHUI
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KapTuHa KpoBU U KOCTHOTO Mo3ra y 60/1bHbIX
B12-pechnyutHon aHeMmnemn

» 2 ‘0” : |
#4. / ‘\f ¥ ¢
e 2% -
» &
.t " . i{
:
- ; c," -
fbﬁ !l'\ “‘: Y :
e
4 N
HopManbHbIA KOCTHLIA MO3T MNpu annacTMyeckon aHeMum

Puc. 8 AnniacTuueckasi aneMusi (KApTHHA KOCTHOT'O MO3ra)
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Puc. 9 LluToxumMuyeckne peakiuuu Npu OCTPHIX JelKo3ax

der(4)

W »om

4 5
,der(ll)

A %& ax 33 g %
6 7 8 9 10 11 12

B8 42 &» $% 83 ad
13 14 15 8

16 17 1

_as e .8 8s '. ;
19 20 21 22 X Y

Puc. 10 Iurtorenernueckue anomaauu npu OJI (nesenusi 4 napei u 11 maps1 xpomocom)
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W3meHeHHan xpomocoma 9

Otpenexue

HopmanbHas yyacTKa W3meHeHHan
xpomocoma 9 XPOMOCOMbI XPOMOCOMa 22

(Ounapens-

HopmanbHasn buinckan

Xxpomocoma 22 g XPOMOCOMa)
DEr i —— -ber-abl
™ _ O6pa3oeasLumiica

[' reH ber-abl

Puc. 11 ®opmupoBanue puiageibuiickoii XpoMocoMbl

PunapenbPmUmncKkas xpomocoma

-ﬂ% u a—a n !’rﬁ?‘t

83 8t & &r'! ‘ “*w 2

19 20 ia 22 x g Y

Puc. 12 IuTorenernyeckuii anaau3 (BbisiBiaenne Ph-xpomocompbr)
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Puc. 13 FISH-ucciaenoBanue (BbisiBjieHue cJinTHOro oikorena BCR-ABL)

0 : : . 1

JIumdouuThl BOJI0CATOKIECTOYHOIO JICHKO032

Puc. 14 BoJjiocaToKJI€TOYHBIH JICHKO03
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DAEKTpOdOpErpaMMa BEAKOB
KPOBM B HOpME (d) U MpK
MHOXECTBEHHOU MUEAOME (B U C)

Puc. 15 UmmyHo3/1eKTpOdope3 0e/IKOB CHIBOPOTKH KPOBH MPU MHOKECTBEHHOH MHeJI0Me

Puc. 16 OcreonTnyeckne 04aru B KOCTAX NIPH MHOKeCTBEHHOH MHUeJIoMe
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TPOMBOILIUTOIIEHUHA

OCHOBHbLIE MEXAHW3Mbl PA3BUTUA

v v v v
TIOBBIIEHHOE TIOBRIIEHHOE
TIOBBIIEHHOE
HAPYIIEHHE TIOTPEB.JIEHHE JETIOHHPORBAHUE
PAIPYIIEHHE
B mronoe 7 TPOMBOIIUTOR TPOMEOII;[II" OB
> TPOMEOIUTOR BRI
' _ (ramepeonennsm)
« Antazng kocraoro  * Hvmynnoe « Cungpowu JIBC Crinesomeranus
MOBTA ;
* HeummyHHOE oiCiditeine v
*MeranodacT. TEMO IO
aHeMHA
+ Tpaachysun
o uchynr A L123MBI KPOBA

CTEOJIOB bIX Kl eTOK

sHuberuusd

Puc. 17 OcHOBHbIE MeXaHU3MbI PA3BUTHSA TPOMOOLUMTONEHUU

TpoMm6ouuTOonNneHMn BCneacreme
NOBbILWLEHHOro paspyweHus TpomMméoumToB

(MMMyYHHBIE)
» AYyTOUMMYHHbIE Car>— O
| Bones3Hb Bepnbroda |
» FeTeponMMyHHbIE AT >0 O
MaTb ¢ 60ne3HbI0
Mnop Bepnbroda
* TpaHCMMMYHHbIE
| HeoHaTanbHas TTI
MNnop, peuunueHT 3popoBas maTb, 4OHOP

* NSoMMMYHHBbIE

y

Puc. 18 UMmyHHbBIe (popMbI TPOMOOIMTONICHHUH
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Tpom6oLuTONEHMS

:
| Cenesehka yensea |
|
! ]
KocTHbIit Mo3r KoCTHbIi MO3r H3MeHeH
He U3MEHeH [ emMartonorueckue
BeHO3Hb I 3aCTOM 3a00neBaHust
B CENe3eHke Nleitko3bl
bonesHu neveu Tlunchoms!
bonesnut HakonneHus Cybneivemuyeckui
QOnyxonu ceneagHky MUEno3
! }
[oBbILLEHHAA CoueTatHas
CEKBECTpALNA naTonora

!

‘CGJ'I%EHKEI He VBENWYeHa |

|
l 1

KocTHbIit MO3r U3MeHeH KocTHblit Mo3r
['emaTonorudeckve HE U3MEHEH
3aboneBanns
Annactuyeckaq aHemua
MvenoguennacTueckue
CHHPOMbI
MeTacTasb! B KOCTHbli

Mo3r
}

CHixeHHoe
06pasosatie

[ToBbILLEHHOE
paspyLLeHue

|
| !

VimyhHoe HeunyHHoe
[lexapcTaeHHas Cencvc v [JBC-curpom
TpouGoLTONEHHS Backynmel
Wavionaruyeckas MpoTe3uposatvie
TPOMBOLMTONEHHS 00CY0B U Knanaos

Puc. 19 AnropuT™ IMArHOCTUKH NPH BBISIBJIEHHH TPOMOOIMTONEHUH

3noposan bonbHon XeHwmnHa- 300p0OBbLIA
PoavTenw KeHUWmHa MYXK4YMHa HOCUTENbHUUA MYXYUHA
I AN n ] n g
r
Famertsl
i [ M m M g8
N~
Y | J o | J o
s "~ .
i | N e
AL < ] ‘\ S <4
- ] . <
Hetw PR ! : N S
I I ] m N N N AN N A M
‘ P | . . o)
Hesouka- 3popo- [lesouxka 3popo 3n0po 3a0po Nesoyka- BonbHoOM
HocuTens 8bil  HOCUTENb B8bin Ban Bbin HOCUTENb- MaNbYMK
HUUA ManbumMK  HUUa Manbumk AEBOYKA Manb4MK HUUa
-

Puc. 20 Cxema HacienoBaHus reMOQHIUH
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VY4yeOHoe n3nanue

KYPKHUHA Hanexna BukropoBHa
YEI'OJAEBA JIroamuia BukropoBHa

3a0o1eBaHNs CHCTEMbI KPOBH
(mu¢pdepeHnuaIbHAA ITMATHOCTHKA, IPHHIMIIBI JIeYeHHs): yuyeOHoe mocodue
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